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OBHIASA XAPAKTEPUCTHUKA PABOTbI
AKTYaJIbHOCTb MPOOJIEMBI

Jlerounas runeprensusi (JII') gBisieTcss TSKENONH XPOHUUYECKOW MPOrPEeCCUPYIOIIEH
MaTOJIOTUEN CEepIECYHO-COCYAUCTON CHUCTEMBI, UMEIOLIAsl MPU OTCYTCTBUM JICUEHUS KpailHe
HeOnmaronpusATHeIA mporHo3 [Butrous G., 2020; Yazosa W.E. um coastr., 2020].
ONUIEMUOIOTUYECKHUE TOKA3aTed PACIPOCTPAHEHHOCTH pa3inuuHbiX Gopm JII' B Hamien
cTpaHe ManouucieHHbl. B 2014 r. omyOnukoBaHbl mepBble JaHHbIE 1O Poccuiickomy
peructpy JII', BeissBuBIIME Yy 79,3% JII' paznuuynoil stHonoruu, B ToM uucie y 20,7%
XPOHHYECKYIO TPOMOOIMOOIHUecKyr0 Jierounyio runeprensuto (XTDJII) [Yazosa U.E. u

coasnT., 2014].

N3yuenne JII' B TepaneBTHUYECKOW NpPaKTHKE B HACTOSIIEE BPEMS IPEICTABISACT
aKTyallbHyI0 mpobieMy. B uwactHOoCTH, OojbInoe 3HaueHue umeeT auddepeHIuanbHbIN
IUArHo3 Mexay Tmpe- W mnoctkanwuisipuod JII', TpeOyrommii OLEHKH KIMHUYECKOU
BEPOSATHOCTH C TIOMOINBIO COBPEMEHHBIX METOOB Hccienoanus [Fang J. et al., 2012].
Opnako mocneaHue pabOThl TOCBSIICHH B OCHOBHOM CpPAaBHHUTEIBLHOW XapaKTEPUCTHKE
neroyHoi aprepuanibHoM runepreHsuun (JIAI) u JII' nmpu xpoHudeckoil cepaeyHOM
nenocrarounoctu (XCH) [D'Alto M. et al., 2015; Rosenkranz S. et al., 2016]. N3yucnue
napameTpoB nporpeccupoBanusd JII' B cpaBHUTENbHOM acnekte y manueHTtoB ¢ XTOJI u

peBmatnueckumu nmopokamu cepia (PIIC) B mureparype Takke He TIPEACTaBICHO.

boapmmuHCcTBOM HCCHGHOB&TCHCﬁ OTMCYCHO OTCYTCTBUC MacIITaOHBIX I/ICCJ'ICZ[OBaHI/Iﬁ

no mpobieme XpoHHUeckoi peBmatudeckoit Oonesnu cepamna (XPBC), kotopas ocraercs

JNE®UHUALINN (BO3, 2020)

PeBmaTnueckas 6oJie3ub cepaua (PbC) — 51o nopaxeHue cep/ia npu oCTpoil, HIOBTOPHOI
peBMaTHYECKON JTUXOpajKe (KapIuT C BaJIbBYJIUTOM) WM BCIEACTBHE CYIIECTBYIOLIEH
xponnueckor PBC.

Xpounueckasi peBMaTudeckas 0ose3ub cepana (XPBC) - 3a6oneBanue, xapakTepu3yroieecs
MOpaXCHHEM KIIalIaHOB cep/lia B BUJIE 1) MOCTBOCHAIUTENHHOTO KpaeBoro Gpudpo3a KirarmaHHbIX
CTBOPOK WJIH 2) MOpOKa cep/iia (HeJ0CTaTOYHOCTh U/UITH CTEHO03), ChOpMHUPOBABIIIMXCS TIOCTIE
MEPEHECCHHOM OCTPOI PEBMATUUYECKOW JTUXOPAIKU.

Pematuuecknii nopok cepaua (PIIC) — HenocTaTOYHOCTD W/HIIA CTEHO3
MUTPAJIBLHOTO/TPUKYCIUAAILHOT0/a0pPTaIbHOT0/JIETOYHOT0 KJIAIaHOB BCJIEJCTBUE IEPEHECEHHON
ocTpoii peBmMaTrueckoi uxopaaxu (OPJI).
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3aboJicBaHHEM, UMEIOIIUM MeKayHapoaHoe 3nadenue [Watkins D.A. et al., 2018]. Oxgnaxo
Hay4YHbIE paOOTHhI, TOCBSAIICHHBIC N3y4YeHHIO cTpYKTyphl PIIC, Bompocam mporpeccupoBaHus
3a00JIcBaHMs B COBPEMEHHOM Koropre 00nbpHBIX MagouucieHHsl [Ordunez P. et al., 2019].
Eme B nauame 21 Bexa E. Braunwald et al. (2001), L. Rubin et al. (2004) moka3anu, uTo
BEAYIIMM (AKTOPOM Pa3BUTHUS WM TPOTPECCHPOBAHUS TPABOXKETYTIOYKOBOU CEpACUHOU
nHepoctarounoctu (IDKCH), ompenensromeii nporuno3 PIIC, ssasercs JII. Crenens JII'
OTHECeHa K HEe3aBUCHUMBIM IPEIUKTOpPaM MPOTHO3a M aCCOIMHUPYETCS ¢ HEOIaronpusTHHIM
HCXOJIOM Jake MOCJIe XUPYPrudecKoil Koppekiuu mopoka cepama [Butrous G. et al., 2012;
Noubiap J.J. et al., 2019]. OxHako poccuiicKue JaHHBIC MO JaHHOMY BOIPOCY KpaifHe
MmayourciaeHubl [bokepus JILA. u coaBt., 2012; I'eamaun I'.E., 1998; Cropoxakos I'.I1. u
coasnT., 2002].

['mobanpHas ouenka snuaemuonorun XTIJI[, kak peAKOro U MPOrpecCUPYIOIIETO
3a0oJIeBaHMsI COCYIOB JICTKHX, TaKke orpannuena [Pengo V. etal., 2004; Gall H. etal., 2017;
Butrous G. et al., 2020]. Cpexauuit yposens 3aboieBaemoct XTIJII' B CILIA cocraBisieT
66—104 ciayuaes, B EBpomne - 3-5 cnyuaeB Ha 100000 Hacenenus, Toraa kak B Smonun - 1,9-
6,7 Ha 100000 nacenenus [Gall H. et al., 2017]. ITo manusim T. Fernandes et al. (2018)
pacnpoctpanenHocth XTOJII' cocraBmser ot 3 n0 30 mManMeHTOB Ha MIJUTHOH YEJIOBEK B
obmieit monynsuuu. Kmuandeckue nposisinerus XTOJI passuatotcst mosaHo, u 60-70%
OOJIBHBIX MMOCTYIAIOT B KIIMHUKY ¢ ipu3Hakamu nekomrencanuu XCH [Yazosa U.E. u coasr.,
2020], B cBs3M € 4eM aKTyaJlbHbl CBOEBpEMEHHAs AMAarHocTHKa ¢ oueHkoi ¢pynkuuu DK n
u3yueHneM ocodenHoctei nporpeccuposanus [DKCH [Rydman R. et al., 2010, Galié N. et
al., 2019].

N3BectHo, uto XTOJII' TecHO accomuupoBaHa ¢ PUCKOM BEHO3HBIX TPOMOO3O0B.
Bmecte ¢ Tem BIUSHHE KIACCHYECKMX TCHETHYSCKUX M ayTOMMMYHHBIX (haKTOPOB
TPOMOOTHYECKOTO pUCKa U3YUCHO HETOCTATOYHO. FIMEIOTCS MajIOUMCIICHHBIC HCCIICOBAHMSI,
00 orcyrctBue cBsizu XTDJII' ¢ nmedunurom mporemHoB C um S, Mytamnueil ¢akropa
ceepreiBanus V Jleitnen [Lang .M. et al., 2012; von Kdnel R. et al., 2015]. B pa6orax C.L.
Wong et al. (2000), Jlorurosa W.FO. u coapt. (2018) noka3aHo 10CTOBEPHOE MOBBIIICHUE Y

nanueHToB ¢ XTOJIT" Bctpeuaemoctu myTtanuu gakropa V JleiaeH.

OcHoBHBIM HHCTpyMEHTOM M3ydeHusa X TOJII' B HacTosIee BpeMs SIBISIETCS CO3JaHue

pErucTpoB OOJBHBIX, MO3BOJISIIONIMX OLEHUBATh PACHPOCTPAHEHHOCTh 3abosieBaHUS,
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3¢ beKTUBHOCT, U 0€30MacHOCTh Tepamnuu, nporuo3 [Galie N. et al., 2019]. Co Bpemenu
co3nanus nepBoro peructpa JII' B CIIA uHunuupoBano 6ojee ABaALIATH PETUCTPOB IO
Bcemy mupy [Pepke-Zaba J., et al., 2014; Benza R.L. et al., 2012]. B To ke Bpems s
BBISIBJICHUSI PA3JIMYHBIX KIMHHYECKUX (HEHOTHUIIOB IIEIeCOO0pPa3HO CO3/JaHWE W aHAIU3

peructpoB XTIJII' B ycnoBUsX peasibHON KIMHUYECKON MPaKTUKH.

Crenenb pa3pad0TAHHOCTH TeMbI
3aboneBaemocth U ocobeHHocTH TeueHuss XPBC, oleHka TskecTH W H3ydyeHUE
crpykTypsl PIIC paccmarpuBaiotcs B padborax Anoxuna B.H. (1972), llloctak H.A. u coaBT.
(2005), AxcenoBoii A.B. u coasrt. (2009), bernosa b.C. u coasr. (2016), I'engauna I'.E. (1998,
2008), Kasepuna H./I. u coast. (2012), a Taxxe Cannon J. et al. (2016), Watkins D. et al.
(2018), Ordunez P. et al. (2019) u apyrux.

[Tpo6neme nzyuenus JII' mpu mpuoOpereHHbIX mopokax cepana u X TIOJII" nocsiieHb
PAI POCCUMCKUX U MHOCTPAHHBIX HAYYHBIX UCCIEAOBAHUN TaKMX aBTOPOB KaKk MapThIHIOK
T.B. u coart. (2018), Hakoneunukos C.H. u coaBt. (2019), SAxymmu C.C. u coasrt. (2010),
Kupuenko A.U. u coasr. (2005), Uepusasckuii A.M. (2012), Mouceea O.M. u coasrt. (2019),
CropoxakoBa ['.I1. u coast. (2002), Aunpusimikuna [[.FO. (2008), [Tockpebsimena A.C.
(2005), Kaszaxosmesa T.A. (2009), Galie N. et al. (2016), Humbert M. et al. (2018),
Simonneau G. et al. (2020), Pengo V. (2018), Hoeper M. (2018), Mayer E. et al. (2016),
Guazzi M. et al. (2019) u npyrux.

AKTYyaJbHOCTh CO3JaHHUSl PErucTpoB OOJNBHBIX € pa3inuuHbIMU Bapuantamu JII'
otpaxkeHbl B myOukanusax Yazosoit U.E. u coast. (2019), Apxunosoii O.A. u coast. (2014),
Mapreiatok T.B. u coast. (2018), Negi P.C. et al. (2017), Prendergast E.A. et al. (2018),
Katzenellenbogen J.M. et al. (2019) u apyrux.

B nocnegnee Bpemsi mosiBUIIOCH OOJBINIOE YKCIIO MyOnukaiuii mo mpodneme JII'. Oto
OOBSICHSIETCS COBEPILIEHCTBOBAHUEM JIMAarHOCTUKH, XUPYPrHUECKUX MeToa0B Jeuenus JII, a
takke mnosasieHueMm JIAIl-cmenuduyecknx mpemapaToB, BIUSIONMX Ha TPOTHO3
3a0osieBanusi. OJJHAKO OCTAIOTCS HEPEIICHHBIMU BOMPOCHl paHHeW auarHoctuku XTIJIT,
CKpUHUHTA Ha (DaKTOPBI HACJIEICTBEHHON U ayTOUMMYHHOM TpOMOO(pMINH, CBOEBPEMEHHOTO
okazaHusi nomoiu 60apHbIM JII'. ManounclieHHbl TakKe JaHHbIE O COBPEMEHHOM TE€UEHUHU

XPBC, npakTuyecku OTCYTCTBYIOT JaHHbIE 1O cTpyKType PIIC, B TOM 4ncie 0CIOXKHEHHBIX



JII'. Heob6XxoauMOCTh BBISBIIECHUS TPYIIOBON mpuHamiexHoctu JII' onpenenser aaroputm
BBIOOpa Tepamuu, MPOrHO3, YTO OOYCIABIMBAET IOUCK HAJEKHBIX HHCTPYMEHTOB
muddepeHIIMaIbHOTO JUarHo3a Ipe- W nocTkanuwuisipHoit dopm JII', cpaBHUTENBHOTO
aHal3a KIMHAYECKUX MAapKepoB, MOKA3aTEJIE pPEMOAECIMPOBAHUS CEpIALA W JIPYTUX
MIPOTHOCTUYECKUX MapaMeTpoB. DTU U JPYTUM€ BOIPOCHI IO JMATHOCTUKE M BEIACHUIO

0onpHEIX ¢ JII' SBMIIMCH OCHOBOI HAIIIETO UCCJIEIOBAHMS.
eans uccnenoBanus

COBCpIHeHCTBOBaHI/Ie JUAardHoCTUKN M BCICHHA OOJILHBIX JIETOYHOM l“I/IHepTCHSI/Ieﬁ

PA3JIMIHOI0O I'CHC3a B IIPAKTUKE TCPAIICBTA.

3agauu uccie0BaAHUSA:

1. U3yuuTh CTPYKTypy PpEBMaTHYECKHX IIOPOKOB Cep/lla, OCJIOKHEHHBIX JIETOYHOM
TUIEePTEeH3UEN, 1Mo AaHHBIM ['OpOICKOro peBMAaTONOrMYecKoro meHtpa r. MocCKBH 3a
2006-2012 rr.

2. Onmcatp MOAENTh MPOTPECCUPOBAHUS PEBMATHUECKMX TIOPOKOB CepAla TpH
JUHAMUYECKOM HaOJIIOJIEHUH C YYETOM COBPEMEHHBIX MEXTYHAPOIHBIX PEKOMEHAalN
(EBpormeiickoro obmiectBa kapauoioros, 2017 r., Bcemupnoit @eaepanuu Cepama, 2012
r.).

3. BoiiBuTh MH(OpPMATHUBHBIE MOKA3aTENU CTPYKTYpPHO-(YHKIIMOHAIBHOTO H3MEHEHHUS
MpaBoro JKEIyJlo4Yka M TIeMOJAMHAMHKM MAaJoro Kpyra KpoBooOpalieHus IS
XapaKTEpPUCTUKHA CTENEHU TSKECTM M MOHUTOPHMHIA JIETOYHOM THUIIEPTEH3UU Ha
OCHOBaHUU 3-JIETHETO MPOCHEKTUBHOIO HAOIIOICHHUS.

4. Tlpoectn  aHaANIW3  KJIMHUYECKUX  OCOOCHHOCTEH  TEUYEHHS  XPOHUYECKOM
TPOMOOIMOOIUYECKON JIETOYHOW TUIEPTEH3MH B 3aBUCHMOCTH OT HOCHUTEIHCTBA
noiuMoppu3Ma T€HOB, OTBETCTBEHHBIX 3a pa3BUTHE TpPoMOODUIUH, YPOBHS
aHTU()OCHOTUNUIHBIX aHTUTEN, (PYHKIMOHAIBHOTO KJacca JISTOYHOM TMIEepTEeH3UU U
ypoBHs1 N-KOHIIEBOTO MpeIIIeCTBEHHUKAa MO3rOBOT'0 HATPUIlypETHUECKOTO MENTH/IA.

5. Onpenenuts crekTp Haubosee 3HAYMMBIX MPEAUKTOPOB HEOJIArOMPHUITHOTO MPOTHO3a
JIETOYHOW THUIEPTEH3UH B OTAAJIEHHOM NEpUOJie HA OCHOBAHUU PA3IMYHBIX UCXOIHBIX
KJIMHUKO-UHCTPYMEHTAJIBHBIX IOKA3aTeJlell INpU pPEBMAaTUYECKUX IOPOKAX cepaua u

XPOHUYECKOW TPOMOOIMOOINIECKON JIETOYHON THIIEPTEH3HH.



6. Pa3paborarh TepameBTHYECKYI0 TAKTHUKY MpPU XPOHUYECKOW TPOMO0IMOOINUYECKON
JIETOYHOM THUIEPTEH3MH C YYETOM KOMIUIEKCHOM OLIEHKH KIMHUKO-1a00paTOPHBIX
IoKa3areJeu.

7. Co3znatb NEPCOHU(PHUIIMPOBAHHBIN perucTp OOJIBHBIX XPOHHYECKOU
TpoMO0IMOO0IHUecKol terouHoi runeprensueit Ha 6aze ['Kb Nel um. H.U. T[Tuporosa r.

MockBsI B paMkax MexkadeapanbHoro szaumoserictsuss PHUMY um. H.U. [Tuporoaa.

HayuyHasi HOBU3HA
Co3gaHue NPUOPUTETHOTO HAYYHOT'O HANpaBJICHUs — pa3pabOTKU MHOTO(PaKTOPHOIO
aHasim3a ans oneHku TsokecTw PIIC m ypoBHS okasaHusi momoiu OOJbHBIM. Brepsbie
IpUMEeHeHa U anpoOupoBaHa mMozens nporpeccupoBanus PIIC co MHOXKECTBOM COCTOSIHUI

Ha OOJIBIIIOM KIMHHYCCKOM Marcpuajic, OCHOBAaHHOM Ha 7-neTHEM Ha6J'IIOI[€HI/II/I ITalfMCHTOB.

BriepBbie mosty4eHbl JaHHbIE O BBIKUBAEMOCTH OOJIBHBIX C PA3HOM MCXOTHOM TSHKECTHIO
nopoka, cocraBuBmas 73,8%, 74,6% wu 53% COOTBETCTBEHHO B TIpymnmax JIETKOTO,
ymepenHoro u Ttspkenoro PIIC. Iloka3aHo, 4TO mporpeccMpoBaHHE IOpPOKa cepAala
Habmogaercs B 49% u 49,5% cnydaeB mpu yMEpEHHOU U TsDKEIoM cteneHu. HeoxxunnanHbIM
SIBUJICS BBICOKUH ypoBeHb nporpeccupoBanus PIIC nerkoii crenenu (39,3%), 4To cBsI3aHO €
OTCYTCTBHEM BTOPUYHOM MPOPUIAKTUKH PEBMATUUECKON JIUXOPAJKH, & TAKKE BO3MOKHBIM
JATEHTHBIM TedeHueM Kapauta. DakT HECBOEBPEMEHHOTO OKa3aHUsl XUPYPrUUeCKOM

nomo1y otMeueH y 33% OO0JIbHBIX.

BnepBrie mpoBeneHO B cpaBHUTENbHOM acnekte uzyueHne XTIJIIT m nerounoit
runeptren3uu npu PIIC. [lokazana 3HaunMocTh onieHkH Takux DXoKI -mapamerpoB kak: 1)
(bpakMoOHHOE M3MEHEHHUE IuIonanu npaoro xenyaouka (OUIlmk), 2) miomane npaBoro
npencepaust (IT11), 3) cucrtonmmueckas dKCKYpCHsl TUIOCKOCTH KOJIbIIAa TPUKYCIHUIAIBLHOTO
kinarmana (TAPSE), 4) u3MeHeHHE COOTHOIICHHS KOHEYHO-IMACTOJHUYCCKUX IUIOIAICH
MIPaBOro U JIEBOTO XKEITYIOUKOB, 5) OLIEHKA JIaBJICHUS B JIEBOM MPEICEPUU 10 COOTHOUIECHUIO
E/E’, orpaxkaromux kak auchynkuuio mnpasoro xkenymouka (ITXK), tak u remMoauHaMuKy

MaJIOTO Kpyra KpoBOOOpaIieHusl.

BriepBbie Ha GOJBIIIOM KJIMHHYECKOM MaTepuasie U3y4eHbl MapKepbl ayTOUMMYHHOUN U
HACJIEICTBEHHON TpoMOOduUIuu cpeau OOJIBHBIX, IEPEHECITUX TPOMOOIMOOIHIO JIETOUYHBIX

aprepuil. [Ipu XTOJII' nokazaHa BbICOKas 4acTOTa BBIABICHUS MYJbTUTCHHBIX (PAKTOPOB



TpOMOO(DUINM, TOBBIILIEHHOIO TUTPAa BOJYAHOYHOTO AHTUKOArYJSHTA, AaHTUTENl K
KapauoiunuHaMm u Oeta-2-riamkonporenHy 1 (B2-I'TI1). OtpakeHO AMArHOCTHYECKOE H
IPOrHOCTHYECKOE 3Ha4YeHHe N-KOHIIEBOTO IpeIIeCTBEHHUKA MO3TOBOT'0

Hatpuiiypetrueckoro nentuaa (NTproBNP) B onenke [IDKCH mpu XTIJIT.

BrniepBrbie ycraHoBieHBl Haubosiee Ba)KHBIE MPEIUKTOPHI HEOIArOMPUATHOIO HCXOJa
npu PIICIII" m XTOJII': nanuume tpukycnupanbHoi peryprutauuu (TP); yBenuuenue
mwiomanu I1II; camwkenue TAPSE, coorHomenne KIAITmx m KAILk, camkenne OUIImxk.
[Tokazano, uto (akropom pucka JeraabHoro ucxona npu XTOJI, B ornuuue ot PIIC,

ABJEACTCA paCIIMPCHUC AUAMCTpPa KOJbIIa TPUKYCIIMAAJIBHOI'O KiIallaHa oonee 40 MMm.

BnepBbie omnucan HOBBIM ayTouMMmyHHBIM cyOotun XTOJII', BoisaBneHHbll y 23,4%
MAIMCHTOB M XapaKTepU3YIOMIMKCSA: 1) MOJIOABIM BO3pacToM JcOrora 3aboiieBaHus, 2)
HaJTuIueEM BoylyaHoyHOro antukoaryinsuta (100%); 3) pasBuTHEM BEHO3HBIX
TpoM0030B/TDJIA B oTCyTCTBHE TPHOOPETEHHBIX (HaKTOPOB pPHCKAa TPOMOOIMOOIUUECKUX
ocnoxHenuit (89%); 3) peuuIMBUPYIOIIUM XapakTepoM Tpom0030B B aHamuese (78%), 4)
BBICOKOM YacTOTOW MYJIBTUT€HHBIX TMOJUMOP(U3MOB TEHOB TPOMOO(MINU, yYalle

TOMO3UTOTHOTO THIa HacieaoBanus (77%).

BriepBrie pa3zpaboTaHa 1mkana olleHKH pyucka JietaabHoro ucxoma npu X TOJII, kotopas
MO3BOJIICT MPHU 3HAYEHUU >5,5 0a/ioB UACHTU(DUIIMPOBATH T'PYIIY OOJBHBIX BBICOKOTO
pHUCKa HEOIaronpusiTHOTO MPOTHO3a, TPeOYyIONIyI0 0ojiee PEerysspHOl BpauyeOHOW OIIEHKHU
COCTOSIHUSI M TIIATEILHOTO KOHTPOJIS KaK aHTUTPOMOOTUUECKOM, TaK U TApreTHON Teparuu

JIETOYHOM TUIEPTEH3UMU.

Coznannsiii peructp 6onbHbIX XTIJII' cnocobeH, Hapsay ¢ NPaKTUYECKUMHU, PelaTh
JOJTOCPOYHBIE HAYUYHBIE 33J1a4M, B TOM YHCJIE 110 POJIM TPUKYCIHUJIAJIbHOW pErypruTaluu B
IIPOrPECCUPOBAHUH JIETOYHOHN TMIIEPTEH3UH PA3JIMYHOIO FeHe3a, pa3paboTke MOJEIH PUCKa

netanbHOro ucxoaa npu XTIJII' 1 noaX00B K JIEUEHUIO.

Teopernueckasi 1 MPaKTHYECKAs] 3HAYNMOCTH PadOTHI
PerpocnexkTuBHBIN aHanu3 uUcTOpuil OOJE3HEW MAIMEHTOB, MO JAaHHBIM [ OpOJICKOTO
PEBMATOJOTMYECKOr0 LEHTpa TI. MOCKBBI, MNPOAEMOHCTPUPOBAT  COXPAHSIOIIYIOCS
TEHJCHIMIO K CHWKEHUIO MoKa3zarenei pacnpoctpaHeHHocTH PIIC, ogHako BBIABUI Cpelnu

Hux BbIcokyto nomo JII' (58%). Iloka3ana Bblcokas yacrtota runepauarsoctukun XPBC



(29%), uTo MogUEepKUBAET HEOOXOJUMOCTD YIyUIIEHUS 3HAHUH JaHHOU MpoOJIeMbl BpauaMHu-

TCparnCBTaMM U KapAHUOJIOTraMu.

BeIpaxeHHOCTh OABIIIKM IO IKajne bopra, ymMeHpIIEHWE OUCTAHIMU B TecTe 6-
muHyTHOU X01b0bI (TIIX), n3MeHeHHe (QYHKIIMOHATIBHOTO Kacca OTPaXKaroT HapacTaHHE
crenenu JII' kak npu PIIC, Tak u XTOJII', uto nemaet nenecooOpa3HbIM BKIIOUCHUE JaHHBIX
MoKazaTejell B aJIrOpUTM JIUHAMHUYECKOTOo HaOmtojeHus OonbHBIX. JlJIs  OlEeHKu
BHyTpucepaeuHo remoauHamMuku kak npu PIIC, tak u nmpu XTIJII cineayet ucmoiab30BaTh
Ox0KI-nmokazarenu, Brmodaromue OUIImk, oowem I1I1, TAPSE, nsMeHeHue COOTHOIICHUS

KJIP npaBoro u jeBoro >keiny104KOB.

BrepBrie Ha OCHOBaHWHU BBISBIICHHBIX KIMHUKO-UHCTPYMEHTAJIBHBIX OCOOCHHOCTEH
BropuuHoi TP moka3aHa BO3MOXXHOCTb HO30JIOTMYECKONM TPAKTOBKM JHAarHo3a H
pasrpanuyeHust npe- W noctkanwuiipHod JII'. Omnwucansl ¢GakTopsl HEOIArONpPUSATHOTO
ucxopa rpu PIIC ¢ JIT' u XTOJII': nuametp GpuOpo3HOro KOJIbIIa TPUKYCIUIATBHOTO KJlanaHa
u TAPSE, tsxects TP, coorHomenune KO DK u JIK, 9ro mO3BOJIMT Ha pa3HBIX dTamax

0011€3HU TPOBOAUTH TU(PPEpEeHIIUPOBAHHYIO TEPATTHIO.

Bricokas udactora accoumamuum XTOJII' ¢ HacienCTBEHHBIMM UM ayTOMMMYHHBIMU
HapyUICHUSIMH  TeMOCTa3a JIOKa3bIBaeT HEOOXOJIMMOCTh CKPHUHHHIOBOTO  aHaju3a
nosuMop@u3MoB reHoB |l 1 V ¢akTopoB cBepThIBarolIeil cuCTEMbl KPOBH, MOIUMOphU3Ma
redoB PAIl-l u merunenrerparunpodonarpenykrazsl (MTI'®P) u monutopuHra ypoBHs
aatuten K pochomunuaam (adJI), BomuanouHoro antukoarynsara (BAK), romorucrenna
Ui MHAMBUAYAIU3UPOBAHHOIO MOJAXOJAa K Tepanuu. BbIsBICHHBIE cllydad CeMerHOU
XTOJI o0ycnaBnuBarOT BaXHOCTh CKPUHUHTOBOTO OOCJENOBaHUS POJCTBEHHUKOB
npobanaa, ocobeHHo npu peuuauBupytomniem Teuennn TI'B/TDJIA kak Ha ayTOMMMYHHYIO,

TaK ¥ HACJICICTBEHHYIO TPOMOODHIIHH.

Onucana KIMHUYECKas KapTHHA HOBOTO ayToMMMyHHoro cyOrunma XTOJII,
XapaKTEepU3YIOUIeTOCs]  PEeUMAMBHPYIOIMIMMUA  TPOMOO3aMH,  HECHPOBOLMPOBAHHBIMU
«TPAAMIIMOHHBIMIY (aKTOpaMH PHUCKA, ACCOLUMUPOBAHHBIMU C HajauuueM mpoduins adJl
BbICOKOTO pucka (coueranne BAK ¢ BBICOKMM/YMEpEHHBIM THUTPOM aHTUTEN K
kapauonunuHaMm u B2ITI-1), 2 u Oomee mnomuMop(PU3MOB TEHOB HACIEICTBEHHOM

TPOMOO(UITHH, BRICOKUM PUCKOM JIETAITBHOCTH.
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Pa3zpa®oTtana opuruHaspHas HIKaja Uil OLEHKHM pHUCKA JIETaIbHOIO HCXOAA IpHU
XTOJII' Ha ocHOBaHMK 6 MPHU3HAKOB: 'OMO3UTOTHBIA BapuaHT nosumopdusma rexa FII,
BOJIYAHOYHBIN aHTUKOAryJIsHT/Ipoduias adJl BeICOKOro pHCKa, TOMO3UIOTHBIM BapHaHT
nonumopdusma resa FV, NTproBNP > 300 nr/mi, TAPSE < 20 MM, nuametp ¢pubGpo3HOro

konbia TK > 40 mm.

Coznan u ananuzupyercst peructp 6onbHbix XTOJII' Ha 6aze MHOromnpoduIbHON
KJIIMHUKY TpU Mekkadenpaasaom B3anmozeiicteu PHUMY um. H.W. Tluporosa, KoTopsIii
MO3BOJISIET PEIIaTh Ba)KHbIE MPAKTUYECKUE 3aJlayu (IUAarHOCTHKA M MCXOAbI 3a00JIeBaHUA,

JIOCTYIHOCTD crienupuueckoit Tepanuu JII', Xupypruueckoi KOppeKIuu u Jip. ).

MeTo1010THsI 1 METOABI HCCJIEIOBAHUSA
UccnenoBanue mpoBeneHo Ha kadenpe ¢akylbTeTcKoll Tepamuu uMm. akan. A.U.
Hecteposa PHUMY um. H.U. ITuporosa (3aB. kad. — nmpodeccop lloctak H.A.) na 6aze ['Kb
Nel um. H.U. Iluporosa r. MockBbl (rnaBHbi Bpau — K.M.H. CBeT A.B.) u I'oponckoro

peBMaToJoruUecKoro eHTpa r. Mockssl (3aB. MI'PL] — k.M.H. babamaeBa H.M.).

HuccepranmonHas paboTa COCTOMT W3 PETPOCHEKTUBHOTO MCCIENOBAHUS, JBYX
MPOCIIEKTUBHBIX KOTOPTHBIX HAONIONEHUNW M OTKPBITOrO OOCEPBAIMOHHOTO KOTOPTHOTO
UccleloBaHusl  (perucrpa), MO3BOJSIIOIIMX pelmaTh MpoOjJeMy COBEPIIEHCTBOBAHUS
JIMAarHOCTUKW W BeaeHHus OonbHBIX JII' paznuuHoro reHesa B NpPaKTHKE TepameBTa U

IpeACTaBIICHA HCCKOJIBKHMMHU JTallaMHu.

1 sram — perpocnekTuBHbIA aHanu3 Bcex ciydaeB PIIC (1400 ucropuum OosnesHeit),
HaIlpaBJICHHbIX Ha KoHCyubTanuio B MIPLI, 3a 2006-2011 rr. mns OUEHKM CTPYKTYpHI
MOpaKEHUS KJIAMAHOB cep/ila ¢ nocieayomumM BeieneauemM 6onbHbIX PIIC (150 wen.) mis

7-TeTHETo MPOCMEKTUBHOTO KOropTHOro HabmwoaeHus (2006-2012 rr.);

2 3rtamn — 3-J1eTHee NMpOoCcneKTUBHOe HabmoaeHue 2 rpynn nauueHToB (| rpynmna — PIIC,
ocnoxuennsie JII' (PIICJIT, 87 wen.), Il rpynma — XTOJII' (77 4en.) mis mpoBeaeHUs
CPaBHUTEIIPHOTO aHAJNW3a KIMHUKO-UHCTPYMEHTAIbHBIX ocobeHHocTe JII' B HuEX;
OCHOBHBIMH  KpUTEpPHUSIMU  HeBKIIOueHus  siBuiauchk: JII,  jgpyroit  »sTmonoruu;
IIPOTE3UPOBAHHBIE KJIAallaHbl cepaua; Hainuue aokymMeHTupoBaHHoM WBC (creHokapanu
Hanpspkenust I[I1-IV @K, necrabunbubix ¢dopm MBC, nmoctuH}papkTHOTO KapAHOCKIEpO3a);

aprepuanbHas runepreH3us (Al') BBICOKOro/oueHb BEICOKOTO PHCKa; JEKOMIICHCUPOBAHHBIN
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CaxapHBIﬁ zma6eT; XPOHHUYCCKaA Oosie3Hbp moYeKk 4-5 CTaaur;, aHCMHA C YPOBHCM

remornobuna <100 r/i1; feKkoMIeHCUPOBaHHBIE 3a00JI€BaHUS IIUTOBUIHOM KEJE3bl.

3 stan — uzydyenue ocooennocteit reuenust X TOJII (77 den.) npu HANTMYUKU/OTCYTCTBUH
MoKa3arejaeil ayTOMMMYHHON W/WJIM HACJIEACTBEHHO JE€TEPMHUHHPOBAHHON TpomMOO(huInuu B

CpPaBHEHHUH C TPYIIIONH OOJBHBIX TOCTAIMOOMNYecKuM cuHApoMoM (I1DC, 46 yen.).

4 sramn — coznanue peructpa 6onpHBIX XTOJII" Ha 6aze 'Kb 1 um. H.W. ITuporosa r.
MocCKkBBI, TUHAMHUYECKOE HAOJI0ICHHE MAIlUEHTOB B COOTBETCTBUHU C pa3pabOTaHHOM KapToi

o0cie10BaHus.

Huarno3  PIIC  ycranaBnuBajicss  Ha  OCHOBaHMM  JOKYMEHTHPOBAHHBIX
AHAMHECTUYECKUX, KIMHUYEeCKUX M OXO0KI—kpurepueB KianaHHOIO pPEBMATUYECKOTO
opakeHus cepaua o pekomenaanusam BO3 ¢ yuerom kputepueB Beemupnon @enepannu
Cepaua. Ilpu Hanuuuum knuHUYecKux npuszHakoB JII' B couetanuu ¢ nossimennem CJJTA
BBIIIE 35 MM PT. CT. B IOKO€ U MUKOBOM CKOPOCTHIO TPUKYCIUIATBHOMN peryprutainuu 0oyee
2,8 M/c mo nmanubiM JIOx0KI' ycranaBmuBancs auarno3 JII', acconmupoBannoit ¢ PIIC.
Onenka crenenu Tskectu PIIC mpoBoamiiack corigacHO KIMHUYECKUM pekoMeHaarmsm ESC

0 BEJICHUIO M JICYCHUIO OOJIbHBIX ¢ TIopokamu cepaia (2017).

Huarnoz XTOJII' ycTaHaBiauBajics NMpH HAIMYUK MOCTAMOOIMYECKUX U3MEHEHUU B
JETOYHBIX  apTepusiX MO JaHHbIM mnepdy3uoHHOM  cuumHTUrpaduu w/mmu  KT-
anruonynsMmoHorpaduu (KT-AIID), u/mnmm npsamoit cenexktuBroi AN u moBeimenuu CJIJTA
6omee 35 MM PT. CT. B TOKOE ¢ NMUKOBOM ckopocThio TP Gonee 2,8 M/c mpu JIIxoKI uepes 3
Mecsiia U Oonee mociie TOJIA mpu ycnoBUU TOCTOSHHOW aHTHUKOATYJISTHTHOW TEparuH.
[Toctambonuueckuit cunapom (II3C) aumarHocTMpoBaidM MNpU HAIMYUK OTPAHUYEHUS
MEPEHOCUMOCTH (U3NYECKOW HArpy3KH H3-3a OJBILIIKH, OCTaTOYHOro Tpombo3a B JIA,
BbISIBJIEHHOTO TpHU nepdy3nonHoil cuunturpaguu unu KT-AIIl" npu cpennem naBiieHuu B
JIA npu KIIOC menee 25 mm pr.cT. (21-24 mm pt.ct1.) unu CJIA no OxoKI' menee 35 mm
pT. cTr. Kinmnudeckoe oOcnegoBaHue NPOBOAWIOCH B COOTBETCTBUM ¢ Poccuiickumu
PEKOMEHAALMSIMH 10 TUArHOCTUKE U JiedeHuto O6onbHbIX ¢ JIT' (2007 r.), nelicTBOBaBILIMMU
Ha MOMEHT BKJIFOYEHUS ITALIMEHTOB B HcciienoBanne. Beem nanuenram onenusanucs OK JIIT
no BO3, auctanmms B THIX c ompeaeneHuem uHIAEKCa OABINKH 1O bopry, oneHka
BBIPQXKEHHOCTH OJBIIIKH 10 MoauduuupoBanHoil mkaie mMRC. Busurtbl manmeHTOB

MMPOBOAUIIUCH 1 pas3 B 1of. B ClIydac HCSBKH IMAIIMCHTA B HCHTP CBA3BIBAJIUCH C MAIMCHTOM
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WM POJCTBEHHUKAMU JI YTOUHEHUs ero cratyca. Bcem OonbHbIM BhinonHsack IxoKI (1

pa3 B roJl B TeUYEHHUE 3 JIET) C OLIEHKOM CTPYKTYpHO-(YHKIMOHAJIbHBIX [TOKa3aTeNel cepaua.

Jl1g uccnenoBaHusl pacpoCTPAaHEHHOCTH MOJIMMOP(PHU3MOB T€HOB, aCCOLMUPOBAHHBIX
¢ TpoMmOo(dunuel, BbIOpaHbl 5 TE€HOB-KaHAMJATOB, MOJIMMOP(HBIE BapHAHTHI KOTOPBIX
COTJIACHO  MEXIyHApOAHBbIM  0a3amM  JaHHBIX  aCCOUUPYIOTCS ¢ TpomOo3aMu,
TpoMOOSIMOOIHUEeCKUMH  cocTosiHusAMU: Tonumopdusm G1691A B rene dakropa V,
nomumopduszm G20210A B rere nporpombuna (akropa II), momumopduszm C677T B rene
MTI'®P, nomumoppusm 675 4G/5G B reHe HHrHOMTOpa aKTUBATOpa IJIA3MHUHOICHA
SERPINE1 (PAI-1), momumopdusm G(-455)A B rene, xomupyromeM Oera-CyObeIuHUILY
(¢ubpUHOreHa, a TakKe ONPEENsUIN B IepuepruuecKoil KpOBU COIepKaHUE TOMOLIMCTENHA,

npotenna C u S, antutpomodbuna I, /{-numepa.

TunupoBaHue TE€HOB BBINOJIHSJIA METOJAOM TOJMMEPA3HOM UEMHOM pPEaKkuu ¢
MOCIIEYIOMUM H3yUYeHHEM MOJUMOpPPU3MA [UIMH PECTPUKIMOHHBIX (ParMeHToB C
WCIIOJIb30BaHUEM KOMIUIEKTOB peareHToB SNP-akcnpecc («Jlutex», Poccust) mo mpoTokomy
npousBoautens B aboparopun KDL. Jlanee mpoBoamiack KOHCYJIbTallMsl Bpaya-TeHETHKA,
COCTaBJIsUIaCh KapTa 3/I0pOBbsl, IIOCII€ YEro MPOBOAWIICA CpPAaBHUTENIbHBIA aHaju3

PacIpoCTPaHEHHOCTH MOJUMOP(PU3MOB B YKA3aHHBIX IPYIINax OOJbHBIX.

JluzaiiH nccnenoBaHus, B COOTBETCTBUU C XEIbCHHCKOM Jekiapanuei BcemupHoit
MEJIMIHUHCKON accolualud U MNpaBWIaMHu Hajuiexamled kinuHudeckod mnpaktuku (GCP),
OTPa)X€H B MPOTOKOJE, OJI0OPEHHOM HE3aBHUCUMBIM 3THYeckuM KomuteTomM GI'AOY BO

PHUMY um. H.W. TTuporosa Munszapasa Poccuu (nmpotoxon Nel44 ot 20.04.2015 r.).

CraTtucTuyeckuil aHanu3 TOJYYEHHBIX JaHHBIX NPOBOJWICS HAa IEPCOHATBLHOM
KOMIIBIOTEPE C UCIOJIb30BaHUEM NakeToB npukiaaubix nporpamm MS EXCEL, IBM SPSS
23 wu Statistica 12.0. KonuvecTBeHHbIE TIEPEMEHHBIE  OMUCBHIBAIUCH  CPEIHUM
apudmernueckum 3HauyeHueM (M) u crangapTHBIM OTKJIOHEHHEM oT M (SD), menuanoit (Me)
u 25 u 75 npouentunsamu (Me [Q1; Q3]). st aHHBIX, TPEACTaBICHHBIX B KOJTUYECTBEHHOM

COOTHOILEHUH, TPOBOIUJICS YACTOTHBIN aHANMU3 (OMpeesica MPOLEHT OT 0011el BHIOOPKH).

OneHka JOCTOBEPHOCTH Pa3iuuMil MEXAy 3aMepaMH OJIHOM IpyHibl MPOBOAMIACH C
nomoupto kpurepuss Xu-kazapat Ilupcona (¥2) niam no kpurepusim U Manna-Yutau u T

Bunkokcona, H-tect nmo Kpackeny u VYomnucy. Ecam umcio ciaydaeB B OIHOM U3
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CpPaBHUBAEMBIX TPYII ObUIO <5, UCIONB30BAJICA JIBYCTOpOHHHH Kputepuit dumepa (F-
Kkputepuid). s ycTaHOBJIEHUS B3aMMOCBSI3EH U OmpenereHus (pakTopoB, BIUSIONIMX Ha
UCXO0JZl, TPUMEHSJICA KOPPENSLMOHHBIA M PErpecCHOHHBIM aHanu3. Bce mnoiydyeHHbIe
pa3Iu4Musl pacCMaTPUBAINCh HAa YPOBHE 3HAUMMOCTHM He Hike p<0,05. [lnsa BhIsABICHUS
B3aMMOCBSI3U MEXAY OTACIbHBIMH TMOKa3aTEeIsIMU BBIUUCISUICS PAHTOBBIA KOA(QUIMEHT
koppensiuuu Crimpmana (rs) win Ko3d@uuueHt koppensuuu r no merony I[lupcona (mns
KOJIMYECTBEHHBIX MOKa3aTenei). Jlyig oleHKkH Nporuo3a oueHuBanu OTHOCUTENBHBIN PUCK
(OP — odds ratio) 3abosneBaHMsI 10 KOHKPETHOMY IPHU3HAKYy B paMKax MPOCIEKTHBHOTO
uccnenoBanus ¢ 95%-ueiM goBeputenbHbiM HHTEpBasioM (Confidence interval - [IN).
Paznuuus cuntanu craructuyecku 3HauuMbIMU 1ipu p<0,05. KpuBble BEDKMBaeMOCTH ObLIN

nocTpoeHsl o Mmerony Kamnana-Meiiepa.

IMonoxkennsi, BLIHOCMMbIE HA 3AILUTY

1. B cTpyKkType XpOHHYECKON peBMaTHUECKOW 00JEe3HU cepAlla Ha COBPEMEHHOM 3Tarie
JUAMPYIOIIEE MECTO 3aHMUMalT KOMOMHUPOBAHHBIE MUTPAJIbHO-AaOPTAJIbHBIE U
COYETaHHbIE MUTpAJIbHBIE MOPOKU cepauna. Ywucio BrepBblie BbIsiBIEHHbIX PIIC
npeBbliaeT 4uciio snn3on0B OPJI, 4ro 3acTtaBiseT NPEANoOSIOKUTH BO3MOXKHOE
nateHTHoe TeueHre OPJI u ee runonarHocTuKy.

2. IlpumenuB Meton oueHku nporpeccupoBanusi PIIC co MHOXKECTBOM COCTOSIHUM Ha
OOJBIIOM KIMHUYECKOM MaTepuaje C NepuoiOoM HaOMIoACHHS 7 JeT, BIEPBBIC
npoaeMoHcTpupoBaHna sBotonus XPBC B coBpeMeHHOM KOropTe OOIBHBIX.

3. [Ipu cpaBuurensHoMm u3ydeHuu PIICJII u XTOJII' nanbonee mHDOpMATUBHBIMU
CTPYKTYPHO-(YHKIIMOHAIBHBIMU TIOKA3aTeNsIMA U3MEHEHUH MPAaBOTO JKENMy/Io4Ka U
FeMOJMHAMUKH MaJloTO Kpyra KpOBOOOpallleHUS OKa3ajuCh CHCTOJIMYECKas
AKCKYpCHsl TNIOCKOCTU KOJblia TpukycnuaaibHoro knamnana (TAPSE), cooTHouienue
KIPmw/KAPmx, bpakimonHoe  u3MeHeHnue  miomaan  [1K. 3HaYUMBIM
OTJIMYUTENbHBIM  mapameTrpoM npu XTOJIIT  saBnsercs  nauameTp  KoJblLa
TPUKYCHHUAAILHOTO KianaHa 0osee 40 MM.

4. Tloka3zaHo, 4YTO HOCUTEIHCTBO MoauMopdu3mMoB renos akropa II, pakropa V Leiden,
BBICOKMX THUTPOB aHTHTEN K (ochonmumumaM, BOTYAHOYHOTO AHTUKOATYIISHTA,
yBEJWYEHUE YPOBHS TOMOILMCTENHA MOBBIMAOT pUck pa3Butus XTIJII B 2 paza, a

yacToTa JeTaibHbiXx ucxofaoB XTOJII" 3Hauumo koppenupyet ¢ ypoBHeM NTproBNP.
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5. Ommcan HOBBIM ayTOMMMYHHBIH cyOTun XTOJII', accoMUpPOBAHHBIA C «TSHKEION
TpoMOODrIIHEi», XapaKTepU3yIOIIUICS MOJIOABIM BO3pacToM Je0roTa 3a0oneBaHus,
PELUUANBUPYIOIIMMU ~ TpOMOO3aMH,  BBISBICHHEM  TOBBIIICHHBIX aHTUTEN K
dbochonunuaam, BOTYaHOUHOTO aHTUKOATYJISTHTA B COYETAHUU C HOCUTEIBCTBOM JABYX
u Ooyee mMONMMOPPU3MOB TEHOB, AaCCOIMHPOBAHHBIX C TpOoMOO3aMH, HaIlie
MPECTABICHHBIX TOMO3UTOTHBIMUA BapUAHTAMMU.

6. OCHOBHBIMU HEOJIArONPHUATHBIMU MporHOcTHUYecKuMU Tpu3Hakamu npu PIICIIT u
XTOJII' sBastorcs: 1) Hamu4yue TPUKYCIHUIATBHONW perypruTaiiiu; 2) YBEIHMYCHHE
wionaau mpaBoro mpencepaus; 3) cHmwxkenue TAPSE, 4) cumxenne OUIlImx.
dakTopoM pucka JeranbHoro ucxona npu XTIJIT', B otauuue ot PIICIIL, sBasetcs
paciMpeHue IruaMeTpa KoJblia TPUKYCIHAaIbHOTo KianaHa oosee 40 MM.

7. Coznan peructp 6onpHbIX XTIJII" Ha 6a3¢ MHOTONIPOPUIBHON KIMHUKH, C TOMOIIBIO
KOTOPOro MOJy4eHa OOBEeKTHUBHAs HHGOpMAIUs O PAa3IUYHBIX aCMeKTaxX BEIACHUS
00nbHBIX. BBISIBIICHBI TPYyNIIBI 00JIBHBIX, TPEOYIOIMINE ONTUMHU3ALIUN JICUCHUS.

8. Pa3paborana TepameBTHueckas Taktuka npu  XTOJII, ocHoBaHHas Ha
nuddepeHImanbHbIX KJIMHUKO-UHCTPYMEHTAIBHBIX MpU3HAKaX npe- u
noctkanmwusipHon JII', ompenenena nons ayroummyHHoro cyoruna XTOJII wu
CO3[lJaHa OPWUTMHAJIbHAS IIKaJla OLEHKU PHUCKA JETAIBHOTO MCXOJa IPH JIaHHOM

cyorure.

CreneHb 10CTOBEPHOCTH
JIOCTOBEPHOCTh ~ pPE3yJIBTATOB  JAUCCEPTALlMOHHOIO HCCIIEJOBAHUS  OIpeesieTcs
JOCTaTOYHBIM OOBEMOM U PENPE3EHTATUBHOCTHIO BBIOOPKM OOJBHBIX C pa3IMYHBIMU
BapuaHTamu JII', mpuMeHeHHWEM MNPUHUMIIOB M METOJOB JOKAa3aTeJbHOM MEIULUHBI,
JOCTaTOYHO BBICOKOH HMH(POPMATUBHOCTHIO COBPEMEHHBIX METOJOB 0O0CIIEeI0OBaHHUA,
COOTBETCTBUEM  INPUMEHEHHBIX  CTATUCTUYECKUX  METOJOB  OOpabOTKM  JAaHHBIX
nocraBieHHbIM 3a1ayaM. ChopMyTupoBaHHBIE BBIBOABI U NPAKTUYECKHE PEKOMEHIAINU

APTYMCHTHPOBAHEBI U JIOTUYCCKH BBITCKAIOT U3 PE3YJIbTATOB UCCICOIOBAHUS.

CooTBercTBHE JUCCEPTALUM ACTIOPTY HAYYHOH CHENNATBLHOCTH
HayuHble TmonoKeHUsI — AMccepTalli  COOTBETCTBYIOT 1mudpy u  Qopmyne

cneunanbHocTH 14.01.04 — BHyTpeHHue Oone3Hu. Pe3ynbTaTsl BBIMOJIHEHHOW pabOTHI
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COOTBCTCTBYIOT obOyactH HUCCIICAOBAHUA CIICOUAJIBHOCTH: ITYHKTDBI 1, 2, 3usb macropTa

BHYTPEHHUX OO0JIE3HEN.
IIy0mkanuu u anpodanust padoTbl

[To Teme muccepranuu omyOiauMkoBaHbl 61 meuaTHas paboTa, B TOM 4YHCIE TjaBa
«XpoHuueckasi JeroyHas THUIIEPTEH3Us TPOMOOSIMOOIMYECKOTO TeHe3a — TMO3UIHUA
Kapauosora» B MoHorpadpumu «TpomOoambonus nerouynsix aprepuil. Kak neuuts u
MpeNoTBpAIaTh». 32 MMyOJIMKAIlMK TPEACTABICHBI B HM3JAHUSAX, BKIIOYECHHBIX B
yrBepxkacHHbIN BAK «llepedyenp nepumomnueckux wus3gaHui», a Ttakxke 20 crareit u
MaTepHuaioB KOH(PEPEHIU B APYTUX XKypHajaxX, 9 IaB B HallMOHAJIBHBIX PYKOBOJCTBAX,

y4eOHBIX TOCOOUSAX U MOHOTpauUsX.

Marepuansl auccepTaliii  J0JOXKEHBI U o0cyxknensl Ha VIl Bcepoccuiickoit
koH(pepeHIuu peBmaToiioroB Poccun (23-26 mas 2012 r., Bmagumup), The 8th ICORD
International Conference on Rare Diseases and Orphan Drugs (1-2 of November 2013 r.,
Cankt-IlerepOypr), Il u IV EBpasuiickom koHrpeccax pesmaroioros (20-23 mas 2014 r.,
MockBa; 26-28 centsops 2018 r., Mocksa), 14-th European Congress of Internal medicine
(14-16 of October 2015, Moscow, Russian Federation), VII Cwe3ne peBmaTosioros Poccun
(25-28 ampens 2017, Mockga), International CTEPH Conference (9-10 of June 2017, Leuven,
Belgia), XXVI Congress of the International Society on Thrombosis and Haemostasis (8-13
of July 2017, Berlin, Germany), Il TepaneBtuueckom dopyme «MybTUIUCIUILTHHAPHBIN
6oabHOM» (22-23 mast 2018 r., Mocksa), XIII HaunonansHOM KOHIrpecce TepaneBToB (21-23
Hos10pst 2018 1., MockBa); Poccuiickom HallMOHAIBHOM KOHIpecce Kapauojoros (20-23
centsiops 2016 r., ExarepunOypr; 24-26 centsabps 2019 r., ExarepunOypr); VII
EBpasuiickom konrpecce kapauonoroB (17-18 mas, 2019 r., Tamkent, Y36ekucran), VI u
VIII nayuno-npaktuueckoir koHbpepennun "HectepoBckue Urenus" (21 mapra 2018 r.,

Mockaga; 18-19 cents6ps 2020 r., Mocksa).

AmpoOarust  muccepranuu  coctosmiack  30.11.2020 Ha CcOBMECTHOM 3aceqaHUU
npodeccopcko-npeno1aBaTeabCcKoro coctaBa kKadeap (pakyabTeTCKONW Tepanmuu HM. aKaj.
A.N. HectepoBa u nponeneBtuku neuedHoro ¢akynsreta PI'AOY BO PHUMY um. H.J.
IIuporoBa MunszapaBa P®, corpyanukoB Yuuepcuterckor Kimnaukn «Tepanuu wu
Pesmatonorum» Ha 6aze I'Kb Nel um. H.W. Iluporosa, npu yuactuu Bpaueit 'Kb Nel um.

H.A. IIuporosa r. MoCKBBI.
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BHenpenue pe3yabTaToB padoThl B IPAKTHKY
Pe3ynbrarel  HWCClenOBaHUS BHEAPEHBI B  MPAKTUKY  TEPaAreBTUUECKOTO U
kapauosiornyeckoro otraeneHuit I'bY3 I'Kb Nel um H.U. Iluporosa r. Mockssl JI3M,
ropojckoro pesmaronorudeckoro mentpa r. Mocksel [BY3 I'Kb Nel um. H.U. Tluporosa r.
Mockgsi /I3M, OO0 «KJIPTT MTHBUBOKmuaUK» T. MOCKBBI, a TaK)Ke B YU4EOHBIN TIpoIiece
Ha Kadenpe dakynpreTckoil Tepanuu uM. akagemuka A.U. Hecreposa DI'AOY BO PHUMY

nM. H.W. IInporosa Munszapasa Poccun.
JInyHbIli BKJIaJ aBTOpa

ABTOp HEMOCPEICTBEHHO pa3padoTayl JU3aiiH MpeACTaBICHHOTO WCCIEI0BaHUS,
MPOBOAUI pabOTy KaK C apXUBHBIMU JaHHBIMH TALMEHTOB, 4 TAKXKE JIMYHO OCYIIECTBIISIT
CKPUHUHT, BeJCHHE U HaONIOJICHHE TAaIMeHTOB Ha JTarne MPOCHEeKTHUBHOW ¢asbl
uccieoBaHus. ABTOp SABIsIETCA co3/iarenieM mpoTtokoiia peructpa 6oabHbx XTIJII Ha 6aze
MHOTONPOMUIBLHON KIWHUKH, TMPUHUMAJl HEMOCPEICTBEHHOE YYacTHEe B JMHAMHYECKOM
Ha0II0IeHUHU OOJIbHBIX, YYaCTBOBAT B MEXIAUCIUIUIMHAPHBIX KOHCHJIMYMax MO PEUICHHUIO
Bompoca 00 omepalenbHOCTH MAIMEHTOB, HEOOXOJUMOCTH Ha3HAueHUs crenuduueckon
tepanuu  JII'. ABTOp JMYHO TPOBOAUI CTATUCTUYECKYI0 0O0pabOTKy MaTepuana H
WHTEPIPETAIMIO TIOJYYECHHBIX PE3yJbTaToB. ABTOP JIMYHO MU B COABTOPCTBE MOJATOTOBHII
myOMUKalUU TO KIFOUEBBIM pe3yibTaTaM IPOBEICHHOTO HCCIENOBaHUS. ABTOp JIUYHO
MpoBeN pabOTy MO BHEAPECHHUIO PE3YIbTATOB MCCIEAOBAHUS B KIWHUYECKYIO MPAKTUKY U

Meaarorn4ecKuii mpouecc.
O0beM U CTPYKTYpa AMCCePTALMHU

Juccepranusi HamvcaHa MO TPAAWIMOHHOMY TUIaHY, COCTOMT W3 BBEICHHSA, 4 TIaB,
00CYXI€HHUs MTOJYYCHHBIX PE3yJIbTATOB, BEIBOJOB U MPAKTUUYECKUX PEKOMEHAIHMA, UMeeT 2
npuioxeHus. Pabora uznoxxena Ha 322 crpaHuuax, wunoctpupoana 60 tabaumnamu, 47
pucyHkamu, 2 (orto, 5 KIMHUYECKUMHU npuMmepaMu. bubnuorpaduueckuii ykaszaTenb

BKJIIOYAET 74 OTEUECTBEHHBIX U 292 NHOCTPAHHBIX HCTOYHHKA.
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OCHOBHOE COAEP/KAHUE PABOTHI

CTpyKTypa peBMaTH4YeCKHUX MOPOKOB CePALIa HA COBPEMEHHOM 3Tafe Mo JAHHbIM
I'opoackoro peBMaTo/IOrH4ecKOro ueHTpa r. MockBbl

Ha 1 3Tane pa6oTsl npoBeeH peTPOCIEKTUBHBIN aHau3 Bcex oopamenuii B MI'PL] ¢
HallpaBUTEJIbHBIM AuarHo3oM «OcTpas peBMarthueckas Juxopaaka» u «PeBmaTuueckas
0011e3Hb cepay, uto coctaBuio 1400 ucropuii 6onesneit 3a mepuoy 2006-2011 rr. (puc. 1).
B crpykrype PBC Brinenensl caydau OPJI, cymmapHo 3a 6 jeT AMarHOCTUPOBAHHBIE y 6
00JBHBIX, a Takxke ciaydau noropHoit PJI y 8 mammentoB. Cpemu 14 mamueHToB ¢
octpoit/moBTopHOi PJI Obuio 2 MyXuMH W 12 >KEHILMH, CPEIHUM BO3pACT MAIMEHTOB
coctaBui 30,4+6,2 rona. Jlmarnoz OPJI/moBTopHoii PJI monTBepsxaeH HaaTudueM OOJIBITUX U
Maneix kputepueB mpu 100% MOATBEPKICHUHN CTPENTOKOKKOBOM ITHOJIOTHH 3a00JI€BAHUS
(nonoxutenbHass BI'CA-KynbTypa, BblAeI€HHAs U3 3¢Ba, B 11 ciyuasx, a Takke BBICOKHE

TUTPBI IPOTUBOCTPCIITOKOKKOBBLIX aHTUTCII U HAPACTAHUC X B TUHAMUKCE B 13 cnyqaslx).
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Pucynok 1 - Aranu3s cimydaeB peBMaTH4ecKoi 0osie3Hu cepamna mo ganasiM MIPI]
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3a 6-meTHUN Tepuoja 3aperucTpupoBaHo 24 ciayyash BIEpBbIE YCTaHOBJIEHHOTO
nuarno3a PIIC. Bo Bcex ciydasx yCTaHOBJIEHO (pOPMHUPOBAHHME COUYETAHHOTO MUTPAIBHOIO
mopoka (MuTpanbHbIii creHo3 (MC) + mutpaibHas peryprurtanus (MP), CMII). Oguako mpu
cpaBHeHMH uucia 3nu3o10B OPJI (B 2006 r. — 5 ciayuaes, B 2011 — 1 ciyyail) u BoepBble
BosiBIeHHBIX PIIC (B 2006 r. — 9 ciyuaeB, B 2011 — 3 ciyuas), oTMEUEHO, YTO YHCIIO

MOCICAHUX MPCBBIMACT KOJIMYCCTBCHHOC 3HAYCHUC CITyYacB OPJI no Hamum JaHHBIM.

B crpykrype XPBC Hambonee dacTo €XEroJHo pPETUCTPUPOBAIUCH CiIydyau
KOMOUHHPOBaHHBIX MUTPAIbHO-a0pTaIbHBIX TOpoKoB (KMAII) u CMII (puc. 2). Hecmotpst
Ha To, yTOo exeronHas nonst KMAIL, CMII ymensmanaces, oTMeuanach TEHACHIUS K POCTY
qyclia CIy4yaeB KOMOMHHUPOBAHHBIX MHTPAJIbHO-a0PTaIbHO-TPUKYCHUAAIBHBIX IOPOKOB
(KMATII), B TOM Ynciie CO BTOPUUHOM TpUKycnuaanbHoU peryprutaruei (BTP) (p<0,05).
Ha stom done coxpansuinch npaktuuecku crabunbabiMu nokazatenu PBC 6e3 PIIC u PIIC

MOCJIE XUPYPTrUUECKON KOPPEKIUH.
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® PBC 6e3 PIIC 14 12 10 9 6 2
B xPTIC 81 70 68 74 61 71
O KMATII 3 62 87 91 102 121
SKMTII 59 34 29 35 25 41
EKMAII ¢ 8TP 0 2 2 4 9 10
B KMAII 434 394 324 252 189 193
ECMII ¢ TP 3 5 7 9 8 16
O CMIT 213 181 158 98 87 100

Pucynok 2 - Bepugunuposanusie ciiydan XPbC u qunamuka uzamenenus crpykrypsl PIIC

3a 6-JIeTHUI nepuoa pE€TpOCICKTUBHOT'O aHAIn3a
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[Tpu ananuse nanabpiX B cTpykrype PIIC Ha coBpeMeHHOM 3Tarie JIMIUpyroIiee MeCTo
3anumaroT KMAII cepama (50,5%), na BTopom mecte CMII (24,8%), uyth peske KMATII
(16,7%) u KOMOWHHpPOBaHHbIC MHTPAIbHO-TPUKYycHUAanbHbie mopoku (KMTII, 6,5%)

PEBMATUYICCKOI'O I'CHC34A.

B 29,4% cnydaeB ormMeuena runepauaraoctuka PIIC. ¥V cranoBneHa BbIcOKas yacToTa
HEPACIMO3HAHHBIX CIIy4yaeB HEPEBMATHUYECKOW MUTpaibHOU peryprutauuu (58% ciaydaes
oImM1OOYHOM TPAKTOBKH JAMarHo3a) Ha hone umenieiics y 6oasaoro UbBC, B Tom uncie XCH
co cHIKeHHOU (pakuueit BeioOpoca (OB) u BTOpU4HON 1UaTallMOHHON KapIMOMUOIIATUEH,
a TaKXe CIy4aeB KaK M30JMPOBAHHOTO KaJbLIMHUPOBAHHOTO aOPTAJIBHOTO CTEHO3a, TaK U
COYETAaHHOTO NOPAXKEHMS aOPTAIBHOIO KJamaHa, cocraBuBmux 53,4% cpenu ciydyaes

THIICPANArHOCTHKU PCBMATUUCCKOTO ITOPAKCHHA a0OPTAJIbHOT'O KJIallaHa.

PeBMaTHYecKHe MOPOKH CePALIA — OLIEHKA TAKECTH, MPOTPeCCUPOBAHUSA U UCXO/I0B

B npocnekTuBHOE 7-JeTHee uccienoBanue BkiodeHo 150 manueHnToB (15 myx4uH,
235 oxeHMH, cpeaHuil Bo3pact 59,72+10 ner), noamMcaBIIUX JOOPOBOIBHOE
uHpopmupoBaHHOe cornacue Ha yuactue. JnurenbHocts XPBC cocraBuna 36,442 32 ner.
Cpennee Bpemsi HAOMIOJEHUS Yy NAIlMEHTOB, JOUISAIINX JO 3aKIIOYUTEIHLHOTO JTamna
uccnegoanus (109 uen.), cocraBuno 74+3 mec. Bee ciyuaun PIIC Obutn pasgeneHsl Ha
KaTeropuu pHUCKA C TMPUOPUTETOM OKa3aHUs IOMOUIM YpoBHSA 1-3 Ha OCHOBaHUU
pexomennanuii Bcemuproit denepanuu Cepana (2012) u ABCTpamuiCKUX peKOMEHIAIHi
o BegeHuto 60apHBIX ¢ OPJI u XPBC (2017) B Bo3pacTHO# rpynme crapiie 20 JIeT ¢ y4eToM
BO3MOXKHBIX HCXOJIOB: JIETKUM; YMEPEHHBINH; TSDKENbIM; TSKeNbld, NOTpeOOBaBIINMA

xupyprudeckoro nedeHus (XxPIIC); cmepts 60mpHOTO (OT J1000# puuuHs) (Tadm. 1).

B rpynmne 6onbHbIX ucxonHo nerkuM PIIC oTHOCUTENbHBIN pUCK U3MEHEHUs cTaTyca
yepe3 1 rox B Bujae TpaHchOpMallid B YMEPEHHBIN WIH TSKENbINA MOPOK, TOTPEOOBABIINIMA
XUPYprudecKkoit Koppekuuu, coctasiser o 1,6 (95% AU, p<0,042) cooTBETCTBEHHO, TOT1a
Kak uepe3 5 u 7 ner Habmonenus - 13,1 (95% U, p<0,001) B cpaBrenuu ¢ 8,2 (95% AU,
p<0,001) u 3,3 (95% AU, p<0,001) B cpaBHenuu ¢ 4,9 (95% AU, p<0,001) coOTBETCTBEHHO.
Otmeueno, uto 60,7% naiueHToB 0CTaBaIuCh B NpekHeM ctatyce jerkoro PIIC uepes 7 net
HaOmogerns. OIHAKO OTHOCUTENBHBIA PUCK JIETANBHBIX HCXOJOB B JAHHOM MOJrpyIIe
MalMeHTOB cocTaBua uepe3 1 rog Habmoaenus 3,2 (95% AU, p<0,036), uepe3 5 nmer — 21,3

(95% JTH, p<0,012) 1 uepes 7 ster - 26,2 (95% JIH, p<0,001).
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Onenka U3MEHEHUs cTaTyca 00JbHBIX, UMEBIINX UCcX0AHO yMepeHHbIi PIIC, uepes 1

roq, 5 u 7 ner HaOMIOJEHUS MPOJAEMOHCTPUPOBAJIA MPONOPLHOHAIBHBIA OTHOCUTEIBHBIM

puck yBennyeHus ciydaeB Tsxenoro u xPIIC B 7,27 (95% AU, p<0,026) B cpaBHeHuu ¢ 3,63
(95% AU, p<0,031), 18,2 (95% AU, p<0,001) B cpaBuenuu c 3,6 (95% AU, p<0,013) u 16,4
(95% U, p<0,035) B cpaBuenuu ¢ 9,1% (95% AU, p<0,023) cOOTBETCTBEHHO, CYMMapHO

neMoHcTpupys B 21,8% u 25,5% tpancdopmaiiuio mopoka B 6osiee Tspkennyto rpymnmy. Oommit

YPOBEHb JIETAJIbHBIX UCXOJI0B B YKa3aHHOU noarpymnne coctaBui 23,6%.

Tabnuma 1 - Pacuetnas crenens Tskectu PIIC wepes 1, 5 u 7 net HabmroaeHus

Tsoxects PIIC | Tsokects  PIIC [lepuon HabMrOACHMUS, JET
npu qepes TOJIbI
HEePBUYHOI HaOJIIOICHUS 1 ron S jiet 7 et
OHEHIe OP | 95% 11 | OP | 95% 1 | OP | 95% U
Jlerkwmii Jlerkwmii 93,6 | 87,9-958 | 62,3 | 61,7-80,1 | 60,7 | 44,8-731
(n=61) YMepeHHbIi 1,6 0,1-2,7 13,1 | 10,7-16,2 8,2 4.9-10,8
Tsoxensii - - -
xPTIC 1,6 0,1-2,5 3,3 1,8-5,6 4,9 3,2-6,1
CmepThb 3,2 0,8-56 | 21,3 | 15,1-294 | 26,2 | 18,3-359
YMepeHHbIT Jlerkuii - 9,1 42-11,1 55 2,9-8,3
(n=55) VMepeHHBII 89,1 | 75,6-93,3 | 50,9 | 36,7-61,7 | 45,5 | 36,2-54,8
Tsoxensiit 7,27 | 41-10,2 | 18,2 | 10,3-23,2 | 16,4 8,1-23,3
xPTIC 3,63 | 0,8-6,8 3,6 0,5-8,3 91 4,6-16,3
CmepTh - 18,2 | 3,8-239 | 23,6 | 10,1-32,6
Tsxenbii Jlerkuii - 29,4 | 19,7-34,2 | 29,4 19,3-34,4
(n=34) YMepeHHbIiI - 11,8 4,8-18,3 17,6 11,5-22,3
Tsoxensiit 67,65 | 54,0-82,3 | 8,8 2,6-14,3 | 2,95 0,0-6,5
xPIIC 32,35 | 24,1-442 | 2,9 0,2-6,1 2,95 0,0-6,5
Cmepth - 47,0 | 33,1-59,2 | 47,0 | 33,1-59,2
p<0,05

Cpenu nanueHToB ¢ UCXOAHbIM cTaTycoM Tskenoro PIIC yxke uepes 1 ron nposeaena

XUpyprudeckas Koppekuus nopoka B 32,35% ciy4aeB, 4TO O3BOJIMIO U3MEHUTH CTaTyC U

COXpPaHUTh B TEUCHHE MOCTEAYIOMHUX 2 eT HaOmroaeHus jerkui (y 29,4%) u ymepeHHsli (y
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11,8%). B ctatyce TspKemnblil mopok vepes 5 JeT octanoch Juiib 8,8% O0NbHBIX, onepanus
BhITIOJIHEHA Y 2,9% OonbHbIX. K coxxaneHuro, Touka MATWIETHET0 HAaOMI0IeHHsT OOIbHBIX
3TOU TPyNIBI ACCOLIMMPOBAIACH C BBICOKUM YPOBHEM JIETAIBHOCTH, COCTaBUBLIUM 47%, 4TO
SIBJISIETCS. 3aKOHOMEPHOCTBIO aCCOLMAIMK TSHKECTH MOPOKAa M BEPOSITHOCTH HETATUBHOTO

HUCXO0/1a.

AHanu3upys KyMYJSTHBHYIO YacTOTY HEOJaronpHUsTHBIX COOBITHIA (JIETATBHBIX
HCXO0JI0B) METOJIOM KOHKYPHPYIOIINX PUCKOB 10 KpuBoi Kamtana-Meiiepa, BBISIBICHO, YTO
HauMEHbUINI puck cMepTu O0b11 y 60sbHBIX CMII, cocTaBuBIINi yepe3 3 roga Habr0IeHUs
0,083+0,015, wepe3 5 m 7 ner HAOMIOACHUS — aHAJIOTUYHBIM TIOKa3aTellb, TOT/A Kak
HauBbIcIUN pUcK ObuT y 00bHBIX KMTTII, coctaBuBimii uepes 3 romga 0,251+0,012, uepes 5
net — 1,034+0,013, wepe3 7 ner — 1,250+0,005. O6mas BebKHBaeMOCTh manueHToB ¢ CMII

3a 7 neTHUM nepro 1 HabmoaeHus coctaBmiia 95,8%, Toraa kak nanuentos ¢ KMTII - 28,6%.

Cpennee Bpems goxutust mpu CMII cocraBnsier 92,7 mec (95%-uswiii 1N — 86,3-99,0,
crana. omuoka 3,22), a mpu KMTII - 54,8 mec (95%-uwnii A1 — 39,2-70,3, crany. ommbka
7,92). BBISIBIIEHO CTATUCTHYECKU 3HAYUMOE Pa3IHMUUe TPYIII MAIUEHTOB C Pa3JIMYHBIM THIIOM

MOPOKa 10 YaCTOTE BRKUBaHUS ¢ TeueHrueM Bpemenu (p=0,0012).

Takum oGpa3oMm, mpoBens oueHky mnporpeccupoBanust PIIC ¢ yderom MHOXecTBa
COCTOSIHUM Ha OOJBLIOM KJIMHUYECKOM MaTepuaje ¢ NMepuoJoM HalrojeHus 7 jer, Obuin
BIIEPBBIE MOJTYYEHBI JJaHHbIE 0 cOBpeMeHHOU koropre 6onbHbIX PIIC n sTamax n3meHeHus
cTaryca 00JbHOI0, a MPOBEeACHHBIN aHanu3 qeMoHcTpupyeT 3Boitounto XPBC ¢ PIIC. Hamu
JaHHbIE TOYEPKUBAIOT HEOJAroNpUsATHBIM MporHo3 y 00abHBIX TspKenbiM PIIC, a taxoke
nanueHToB ¢ KMTII cepama BHE 3aBUCMMOCTHM OT €r0 TSXKECTH, 4YTO IOJATBEPKIACT
HEO0OXOJIMMOCTh CBOEBPEMEHHOM TMAarHOCTUKHU U JIEUEHUS C NMPUMEHEHUEM COBPEMEHHBIX

XHPYPTrUYECKUX TEXHOJIOTUN JaHHbIX cTtagui u tuna PIIC.

CpaBHHTe/IbHASI KIMHUYECKAS XaPaKTePUCTUKA 00JIbHBIX JIETOYHOI rUnepTeH3nei
npu PIIC u XTIJIT
Jlis  mpoBeneHUs CpaBHHUTEIBHOTO aHanm3a ocobenHoctei JIIT B 3-merHee
MPOCHEKTUBHOE HAOIIOAaTeIbHOE uccaeaoBanue BkItoueHsl nanueHTsl PIICIIT (87 yen.) u

XTOJIT (77 gen.).
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VYV nauuentoB ¢ PIICJII" umenachy ogpimika B 100% ciydaeB, 4TO MMENIO 3HAYMMBIE
paznuuus ¢ rpynnod XTIJIT (p<0,05). Cyxoi kaimienb U 00Jib B TPYAH TOCTOBEPHO Yallle
onpezaensnucek B rpynne XTIJII (p<0,05). ¥V 6onpubix PIICIIT (59,77%) cratuctuyecku
3HAYMMO Yalle JAMarHocTUpoBanach (puopwuisanus npexacepauii (POII), yem y OONBHBIX

XTOJIT (p<0,05). Knuanueckue npuzHaku JII' npencrasnens! B Tadaurie 2.

Ta6nnua 2 - CpaBHI/ITeJ'IBHaH KIIMHUYCCKAasA XapaKTCPUCTHUKA 06CJ'ICI[OB3HHBIX OO0JILHBIX

I'pynnbl 06c1e10BaHHBIX 00JIbHBIX
Hoxasareni PIICJIT (n=87) XTAJIT (n=77)
Myxuus, n (%) 9 (10,34) 41 (53,25)*
UMT, kr/m? 27,28+3,82 27,87+5,56
[TpoA0IKUTEIEHOCTD 39,2+7,9 5,35[1,2;7,9]**
3a00JIeBaHusl, JIeT
CIJIA, MM pT.CT. 44,82+9,2 47,51+18,15*
ConyrcrByoniue 3adosieBanusi, n (%0)
OuOpHILIALNS IPEeaCep AU 52 (59,77) 11 (14,28)*
AptepuanbHas runeptensus (Al') 31 (35,63) 12 (15,58)*
OHKOIIaTOJI0THS B aHAMHE3¢ 1(1,15) 12 (15,58)*
Kenesoneunuraas aHemus 5(5,74) 15 (19,48)**
®K XCH, n (%)
I 25 (28,74) 25 (32,47)
I 50 (57,47) 27 (35,06)*
Il 11 (12,64) 16 (20,78)*
v 1(1,15) 9 (11,69)*

* - p<0,05, ** - p<0,001

Ha ocHoBaHuM MaTteMaTHuecKOi 00paOOTKU JaHHBIX BBISBICHBI 3HAUMMBbIC Pa3IUuUs
XTOJI ¢ PIICIHT (p<0,05): 1) npu XTIJII' cratucTryecky 3HAYMMO Yallle BCTPEYarTCs
XKaoObl Ha CyXOH Karielb, 00Jb B TPYJAHOW KJIETKE M OTEKH HIKHUX KOHEUYHOCTEH, 4TO
CBs3aHO c Oombuiel gosnei nauneHToB ¢ npoABuHYThIM OK XCH (II-1V) npu 3HaunTensHO
MEHbIIEH MPOIOIDKUTENbHOCTH 3a0oneBanus; 2) B rpynme XTOJII pexe BcTpedanacy DII
(14,29% B cpaBHenuu ¢ 59,77%) npu 3HaAUMMBIX pazanuuax no 6azoBoit UYCC B nokoe; 3)
uMeHHo B rpynme XTOJII yarnie perucTpupoBaiucCh CIy4au TUIIOTOHUH, YTO 3HAYUMO MOXKET
BiuATh Ha BozMoxkHocTu Tepanuu JII' 1 XCH (cp. CAJl 109+15,6 Mm pt.cT.); 4) yactora
Takux 3a0oneBaHui, kak Al', )xene3o01epUIIMTHAs aHEMHUS U OHKOJIOTHYEeCKOe 3a00JIeBaHHE B

anamuese npu XTOJII" craructnueckn 3HauuMo ornyanacsk ot PIICIIT.
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[Toctkammmspuas ¢gopma JII' mHa mpumepe PIICJIIT xapaktepuszoBaiach 3HAUYUMO
OONBIIUMH TIOKa3aTeIsIMHU MPOAOIBHOrO pasMmepa JieBoro mpenacepaus (JII1), unHmekca
KOHEYHO-CUCTOJIMYECKOTO M KOHeyHo-nuactonudeckoro pasmepoB JDK (uKCPpx wu
uK/IPmx), a Takxke HHAEKCA KOHEYHO-CHUCTOJMYECKOTO W KOHEYHO-AUACTOJINYECKOTO
06bemoB JIK (MKCOmx 1 uKJ1Ox), uem mpu XTDJIT (p<0,001). IMarments X TOJIT umenn
CTaTUCTUYECKH 3HAYMMO BHINIE ypoBeHb (pakiuu BeiOpoca (DB) JIXK B cpaBHeHuu c

rpynnoi PIICJIT (p <0,05).

Tabnuma 3 - [lokazaTenu peMoeIMpOBaHus MIPaBbIX OTJEIOB Cep/illa y 00CIeI0BaHHBIX

NAIMEHTOB

9xoKI" mokazarenwu/I"pymis PIICJIT" (n=87) XTOJIT (n=77)
ITpomonbHsiii pazmep II1, Mmm 46[42; 50] 48 [47; 54]*
[Monepeunsrit pasmep 11, mm 44 [38; 50] 49 [46; 57]**
nomazs 11, cm? 17,90 [16,9;22,3] 19,00 [17,8;22,7]*
uKCProx, cm/m? 15,6 [13,0; 17,1] 13,4 [11,9; 15,3]**
uKJIPrx, cm/m? 25,0 [22,3; 27,1] 25,1 [20,5; 25,9]
uKCOrx, Mit/m? 13,5 [10,3; 17,1] 21,5 [12,1; 29,5]**
uK{Ormx, Mit/m? 33,1[25,8; 46,5] 44,1 [35,5; 50,2]**
KAMmx/ KAk 0,55 [0,47; 0,73] 0,84 [0,66; 0,93]**
Jlmrnast ock [ DK B cuctanty, cm 7,0 [6,2; 8,4] 6,4 [4,8; 6,7]*
JlmnHast ock [ DK B mpactony, cm 7,5[6,9; 8,2] 8,5[7,6;9,1]*
Tommmna crenxu IDK, cm 0,71[0,52;0,78] 0,68 [0,52; 0,74]*
JHuameTtp ctBona JIA, Mm 23 [21; 26] 26,5 [24; 29]*

* - <0,05, ** - p<0,001

[Tpu u3yuenun mopdomerpuueckux napamerpos [1K B rpynne PIICJII" B cpaBHeHHH
¢ aHayoruuHbIMU TokasarensiMu ripu X TIJII (tabxn. 3), BeIsBICHA 3HAYMMasi KOPPEISIUs
uKCOmx ¢ yBennuennem @K XCH (rs=0,68, p=0,003) wu yBenuuenuem CJJIA (rs=0,75,
p=0,0004) mpu PIICJII", Torna xak npu XTOJII" BeIsiBIIeHA NpsiMasi KOPpEISLUOHHAS CBS3b
uKJIPmx u nmunano#t ocu DK ¢ yBenmnuennem @K XCH (rs=0,458, p=0,002 u rs=0,543,
p=0,008 coorBerctBenno) u CHJIA (rs=0,81, p=0,0007 wu 1s=0,691, p=0,005
cooTBeTcTBeHHO). Cpennee 3HaueHne OUllmx B rpynne PIICJIT ymeHnbIanocs B AMHAMUKE

(p=0,001), uTO CBUAETEILCTBOBAJIO O MPOTPECCUPOBAHNHU CUCTONHYECKOM auchynkimu [1K
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(tabn. 4). Ilpu ouenke ®Ullmx B rpynme XTOIJII' Takke ompenencHa CHUCTOIMYECKAS

muchynknus [DK nerkoii crenenu, koropas koppenuposaia ¢ @K JII" (r=-0,346, p<0,05).

Tabnuua 4 - OcHOBHbBIE TapaMeTphl PyHKIMOHATBLHOTO cocTostHUS [ DK

[Toka3zaTenu PIICJIT" (n=87) | XTOJII' (n=77) | Kpacken-Yomiuc p
OUInx, Yo
UCXOJHO 31,11+4,60 29,6045,72 125,36 0,001
B JIMHAMUKE 29,86+5,54 29,08+6,44 93,908 0,001
Tei-index ITK
HCXOJIHO 0,34+0,18 0,45+0,10 95,39 0,001
B ITUHAMHKE 0,35+0,10 0,50+0,11 76,908 0,001
TAPSE, mm
HCXOJHO 20,95+1,72 20,00+2,96 102,26 0,001
B IUHAMUKE 20,47+2,32 19,32+2,28 66,254 0,001
Hopmanwhast nuacronuueckas ¢GyHkuus otmeueHa B 41,3% wu  53,2%,

niceBoHOpMatbHas - B 46,8% u B 58,7% npu XTOJII" u PIICJIT" cooTBETCTBEHHO.

VMepeHHas creneHb qucynkiun muokapaa [1K mo Tei-index BeisiBnena y 48,27%
6onbubIX PIICJIT u y 45,45% 6onpabix XTOJIT (p>0,05). [Nossimennsrii Tei-index 1K
coyerajics co 3HauMMbIM cHWkeHnemM OB JIK (p<0,05), 4ro mo3BOJSET CUYHTATH €ro

MapkepoM HebnaronpusTHoro ucxozna npu XTIJIT.

V 6o0apHbIX XTOJII BeIABIEHO 3HAaUNMOE cHIKeHHe nokasarens | APSE B qunamuke
(Tomm=235, p<0,001), umeromero oOpaTHYO KOPPEISIMOHHYIO CBS3b CPEIHEH CHIIBI C

nomansto ITTT (r=-0,482, p<0,001) u CIUIA (r=-0,671, p<0,01).

Takum 00pazoM, Ha OCHOBAHUHU OIICHKU CTPYKTYPHO-(DYHKIIMOHAIHHOTO M3MEHEHUS
MpaBbIX OTJIEJIOB CEpJlla HaMU BBIABJICHBI Hanbosnee nHpopmaTuBHbIC npusHaku mpu JII,
accoruupoBanHoil ¢ PIIC, - yBenuuenHsiil pazmep [10K o nnuHHON OCu B CHCTOIY, HHACKC
KCOmx nu ®UIl ik npu nossimieHHoM aasiaeHuu B JIIT (E/E™>15), yBennuenwue mormau 11
u camwkenue TAPSE, 2) mpu XTOJIT — yBenuuenne uKJ [Pk, KAMmx/K ATk, DU Tmk, Tei-

index mpu HopManbHOM nasnenuu B JIIT (E/E'<7).

Bropuunas TP, mo HammM JaHHBIM, SBIsSeTCS OpeaukropoM mporHo3a npu PIIC u
XTOJIT'. Tak, B obeunx rpymmax MOATBEpXKIAEHA Mporpeccupyromias riaodanbHas (CHCTOIO-
nuacronnueckas) nuchynkius mo Tei-index DK (p<0,001). Hamu noka3aHo, 4TO BaKHBIM

kputepueM Tsoxkectu TP siBnsiercs nquametp ¢pubposHoro xonbua TK. BrigBiena 3Haunmas
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KOppessiiusi JaHHoro mokaszarenss co crenenbto TP mpu PIICIIT (r=0,287, p<0,001) u
XTOJI (r=0,542, p<0,001), a takxe c¢ Tei-index IDK (r=-0,284, p<0,023 wu r=-0,489,

p<0,001 COOTBETCTBEHHO).

VYpOBEHb JETAIBHOCTH y MalUeHTOB co BTopuuHOM TP cocraBun 14,67% u 35,06%
npu PIICJIT u XTDJII' coorBerctBenno (P<0,05). AHanu3 BBDKHBACMOCTH 110 KPHBBIM
Kamnana-Meiiepa mokasan, yto 3-JIeTHSS BEDKHBAEMOCTh COCTaBIsIa Tipu Jerkoid TP - 77%,
npu ymepeHHont — 58%, npu Tspkenoit — 0%. 3-JeTHsAS BBDKMBAEMOCTh MAIMEHTOB 0e€3

BropuuHoil TP coctaBumna 79%.

XpoHnyeckasi TpoM003M0O0IMUYeCcKasi JIerOYHAasi THNEePTEH3Us — POJib
HACJIe/ICTBEHHBIX M AaYyTOUMMYHHBIX ()aKTOPOB TPOMOO030B B ee IPOrpecCHPOBAHNHU

O6cnenoBano 123 marnuenTa, cpeau KOTopeix 77 yenoBek ¢ gocroBepHon XTIJI (cp.
Bo3pact 45,49+13,53 net) u 46 - ¢ I12C (cp. Bo3pact 52,09+11,41 net). O6e rpymnmbl ObUTH
coroctaBuMsl 110 oty (p>0,05). Bee manuentsl ¢ XTOJII u [13C nepenecinu XoTs ObI OMH
snuzon TOJIA. Yacrora peunauBoB TI'B/TOJIA nmpu XTIJII Obi1a 1OCTOBEPHO BHIIIE,
cocraBus 44,16%, npu I1DC — 21,74% (¥*>=6,298, p=0,012). Ciyyaum apTepUalbHBIX
TpoM0030B nipu oTcyTcTBUU DII BBIsIBICHBI TONBKO B Tpynne 0onbHbIX XTIJII sxeHckoro
nona. Hambonee uvacteiMu daktopamu pucka TpoM6030B npu XTIJIIN u [IDC Obinm
yeennuenne UMT (Ho He Gonee 30 kr/m?) y 80,52% u 89,13% GONBHBIX COOTBETCTBEHHO
(p<0,001), Hanmure BapuKO3HOM OOJIE3HN HIKHUX KoHeuHOocTeH (Y 32,47% u 32,6%), npueM
OpaJbHbIX KOHTpauenTuBoB (y 6,49% u 6,52%), yacteie aBuanepenetsl (y 2,59% u 2,17%),
O6epeMeHHOCTh/TIocaepoaoBbIi iepuoA (y 2,59% u 2,17%), cnnenskromust (y 2,59% u 2,17%
OOJIBHBIX COOTBETCTBEHHO). 3HAYMMBIX Pa3IMYMil MO YACTOTE€ BCTPEUYAEMOCTH (HaKTOPOB
pucka, kpome UMT, npu XTIJII" u [19C ne BoisiBieHO (p>0,05).

[Ipu3naku HacneacTBeHHOW TpoMOoduimuu BbisiBieHbl Yy 50% mauuentoB c¢ I19C, y
69,97% mnanuentoB ¢ XTOJII. T'OMO3UTOTHBIE BapUaHTHl MOJIUMOP(GU3MOB TEHOB
tpomOopunuu nipu XTIJIT" BeisaBnensl B 24 (34,78%), a rerepozurotasie — B 18 (26,09%)

ciydasx (tadd. 5).

«TpagutiuoHHbIE» IETEPMUHAHTHI HACJIEACTBEHHON TpomOodumuu — mytaruu FII
G20210A u FV Leiden — 6pum obnapyxensl y 21,74% u 29% O6oxbabix ¢ XTOJIT
COOTBETCTBEHHO, TOT/1a KaK J0Jis Hocutene 3tux aedexros npu [19C 6b11a 2,86% u 17,14%

COOTBCTCTBCHHO.
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[Tokazarenu XTOJr I[I5C Y p
n (%) n (%)

I'enernyeckas Her 27 (39,13) 23 (50,00) | 6,729 | 0,035
TpoMbodums 1 MyTaums 25(36,23) | 8(22,85)

2 u 6oJlee MyTaluu 17 (24,63) 4 (11,42)
TI'envt nnasmennsvix paxmopos zemocmasa:
[Momumopdusm - ["'OMO3UTOTHBINM BapuaHT 2 (2,94) - 1,484 | 0,476
455 G/A B rene, (A/A)
KOJAHUPYIOIIEM I'eTepO3UTrOTHBII BapHaHT 4 (5,88) 1 (2,86)
Oera-cyobenuuuny | (G/A)
¢ubpunorena (FI- | Bapuant HOpMBI 62 (91,18) | 33(97,14)
B) (-455G>A Bapuant G/G)
[Mommmopduzm ["'OMO3UTOTHBIN BapuaHT 12 (17,39) 1(2,86) 6,424 | 0,041
20210 G/A Brene | (A/A)
nporpom6una (FIl) | TeTeposurorHslii BapuanT 3 (4,35) -

(G/A)

Bapuant sHopmsr (20210 54 (78,26) | 34 (97,14)

G>A Bapuant G/G)
[Momumopdusm ['OMO3HMTOTHBIN BapUaHT 17 (24,63) 5(14,28) | 5,745 | 0,038
1691 G/A Brene V | (A/IA)
(Leiden) dhaktopa | I'eTepo3UroTHbIA BapyaHT 3 (4,35) 1(2,86)
(FV) (G/A)

Bapuant Hopmer (1691 G>A | 49 (71,0) 29 (82,86)

(Arg506GIn) Bapuant G/G)
[Mommmopdusm - ['OMO3UTOTHBIN BapuaHT 10 (14,49) 3(8,57) 2,729 | 0,042
675 4G/5G Brene | (4G/4G)
WHTHOUTOpA I'eTepo3uroTHBIN BapHaHT 5 (7,24) 1(2,86)
aKTHUBATOpPA (5G/4G)
TUTa3MUHOTEHA BapuaHt HOpMBI 54 (78,26) | 31(88,57)
tuna | (SERPINE | (-675 5G>4G Bapuanr
I, PAI-1) 5G/5G)
TI'envl KomMnonenmos, accoyuuPOBAHHBIX ¢ IHOOMENUAILHOU OUCPHYHKUUEIL:
[Momamopdu3msbl ["'oMO3HUTOTHBIN BapuaHT 8 (11,59) 1 (2,86) 442 |0,011
677 C/T B rene (C/C, T/T)
MTT ®P I'eTepo3uroTHBII BApHAHT 11 (15,94) 3(8,57)

(C/T)

BapuaHT HOpMBI 50 (72,46) 31(88,57)

Kpowme Toro, B rpynmne XTOJII ¢ peunausupytommm teuenuem TT'B/TIJIA myTtanun

FV Leiden u FII G20210A B romo3urotHom Bapuante HaOmoganuch y 10 (29,41%) u 16

(47%) manueHTOB COOTBETCTBEHHO, a Y JIUI] ¢ €AMHCTBEHHBIM dmu30q0M TOJIA - B 5,71% u
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2,85% cooTtBercTBeHHO. TakuM 00pa3om, nocTtoBepHO yaile MyTanuu B reHax FII m FV
BcTpedaroTest y nauueHToB ¢ XTOJIIT B roMO3UTOTHOM BapHaHTE U aCCOLMUPYIOTCA C

petmauBupytomumM tTeuennem TTB/TOJIA (r=0,521, p<0,001).

MakcumanwHas goins juil ¢ reHotunioM 4G/4G rena PAI-1 (14,49%) naGmromanach
npu XTOIJII', yto mpessimano ganusie mpu [19C (8,57%) (p=0,042). B rpynne XTIJIT
Ham0OoJee YacTO BBISABJSUICS KaK TOMO3UTOTHBIM BapuaHT noauMopduszma rena MTI'OP
(11,59% npotus 2,86%), Tak 1 reTepo3uroTHbIH BapuanTt (15,94% mpotus 8,57%) (p=0,011).
OTO MOXET OOBSICHATH BBICOKYIO YacTOTYy CIy4aeB THIIEPTOMOILMCTEHHEMUN B TPYIIIE
XTOJIT. Ilpu omenke pucka ¢opmupoBanus XTOJII'T mokazaHo, YTO HOCHUTEIBCTBO
nonumopduszmoB reroB Fll, FV, npopuns adJl Bbicokoro pucka, yBelIMYEHUE YpPOBHS
TOMOITMCTEHHA MOBBIMIAIOT OTHOCUTENBHBIHN pucK B 2 pa3a (OP 3,2, 95% 1 2,6-3,5, p=0,005

npotuB OP 1,3, 95% 1AM 1,1-1,8, p=0,015 cOOTBETCTBEHHO).

UYacrora nossiienus adJI gocturana 37,66% B rpynne XTOJII', onnako y 14,28%
3TO OBUIM JUIIhL aHAMHECTUYECKHE YKa3aHus Ha moBbilmieHHbIE TUTpbl adJl. Ciyuaes
BeIsiBiIeHUsT npodminst adJl ymepeHHOro prcka He ObUTO B yKa3aHHOH Tpymme (Tabdmi. 6).
BoisiBnen 3Haunmbiii mporuieHT npoduins ad®Jl Beicokoro pucka (B 23,37% u 19,57% B

rpymmax XTOJII u [13C coorBercTBenHo, P>0,05).

Tabnuma 6 - [Ipoduns antuten k pochonmunuaam y 6onbHbIXx X TIJIT u [12C

JlaboparopHble pU3HAKK ayTOUMMYHHOU TpoMOodunuu XTOJII I19C p
(n=77) (n=46)
[Tpodws HU3KOTO AKJI wiin Aatu-p2-I'TI-1 B 11 (14,28) 9 (19,57) 0,208
pucka adJl aHAMHE3¢ WJIK HU3KOM TUTpE, N
(%)
[Tpodwib Antu-f2-TI'TI-1 1gG/IgM, n (%) - 1(2,17)
YMEPEHHOT0 pHCKa
adJI
[Mpoduis Beicokoro | BAK, n (%) 18 (23,37) 9(19,57) | 0,058
pucka adJl BAK+AKIJI IgG/IgM, n (%) 10 (55,56) 6 (66,67) | 0,116
BAK+AKIJI IgG/IgM+AwnTu-p2- 8 (44,44) 3(33,33) | 0,445
I'TI-1 1gG/IgM, n (%)

AHanu3 KIMHUYECKOW KapTHUHBI Y 00OCJEeI0BaHHBIX OOJBHBIX BBISIBUJI MAIIUEHTOB C
BbICOKUM TipodmuieM pucka adJI u nocroBepubimu kputepusimu CKB (4 gen. npotus 2 ger.)

u nepsuuHoro A®C (14 yen. mpotus 8§ uen.) B rpynnax XTIJII™ u [19C cooTBETCTBEHHO.
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BaxxHo oTrmeTuTh, UTO MMEHHO TiepeHeceHHbI »mu3oa TI'B/TOJIA ner B ocHOBY moucka

MPUYMH, B TOM YUCJIE ayTOUMMYHHOI TpoMOO(dUINY, Yy yKa3aHHBIX OOJIbHBIX.

Onucanue HOBOro ayrouMMyHHOro cyortuna XTIJII
[lonyueHnHble AaHHBIE, NPUBEICHHBIC BHINIC, MO3BOMWIM Ham B 23,4% ciyuaeB
omnucaTh HOBBIM ayToMMMYyHHBIM cyOoTun XTOJII. I'pynmy OOJBHBIX ¢ ayTOMMMYHHOM
XTOJII" coctaBunu 18 nmanuenToB (Myx. — 8, xeH. — 10; cp. Bo3pact 36,4+8,3 ner). ['pynmy
cpaBuenus (XTDJII 6e3 ayTOMMMYHHBIX HApPYIIEHHI) COCTaBHIO 59 manueHToB (Myx. — 33,

XeH. — 26; cp. Bo3pact — 48,5+13,6 net) (Tadi. 7).

[TonpoOHoe u3yueHHuEe BO3MOXKHBIX (DAKTOPOB pucka TPOMOO30B HE BBIIBHIIO TaK
Ha3zbiBaeMoll «cmpoBouupoBaHHoctu» TI'B/TOJIA y 16 mnauueHTOB ayTOMMMYHHOIO
cyoruna XTOJI[, nump y 2 mnanueHTok (aKTOpoM pHCKa SBHIACh OEpPeMEHHOCTb,
3aBEPIIMBIIASCA BHYTPUYTpOOHOU rulenpio mioga Ha cpokax 19 u 24 nemenu. Takum
o0pa3oM, HECIPOBOLIMPOBAHHBIM TPOMOO03/SMOOIUST pa3BWiINCh Yy 88% mMalueHToB
ayronmmyHHOU XTOJII', TOraa Kak JaHHBIN IPOLEHT B rpymIe cpaBHeHUs coctaBuia 19,48%
(p<0,05). 3naunmeix paznuuuit mo OK JIT', aucranmuu B TIIX y 60apHBIX ayTOMMMYHHOM
XTOJIT, cpenneMy 6ary oAbIIIKY TTO bopry B yka3aHHBIX TPyMIIax UCXOAHO U B TUHAMUKE

HC BBIABJICHO.

Peumnusupyromme TI'B/TOJIA  ngocTtoBepHO dalle BBISBICHBI Y  OOJBHBIX
ayroummyHHOU XTOJIT (78%), uem B rpynme cpaBHenus (34%) (p<0,001). Y manueHTOB €
ayroummyHHoi XTOJII' cpemHee YWCIO PEUUIMBOB OBUIO TakKKe JOCTOBEPHO BBIIIIE
(1,28+0,96 mpotus 0,41+£0,62 coorBercTBeHHO, P=0,01). Yposenr NTproBNP B cpentem B
rpynne ayroummyHHou XTOJII' coctaBun 1023 [872;1635] nr/mn, Torga Kak B TPYyIIIe

cpaBuenus — 940 [806;1300] or/min (p=0,001).

VY O6onpHbIXx ayTouMMyHHOM XTOJII' 3HaumMo daine, 4eM B TpylIe CpaBHEHMS,
BBISIBJISUTMCH TOMO3UTOTHBIE (popmbl MyTanuii B rene FlI (50% nportus 5%, p<0,001), B rene
FV (56% nportus 12%, p<0,004), B rene PAI-1 (39% npotus 5%, p<0,001), B rene MTI ®P

(39% npotus 1,69%, p=0,001) cOOTBETCTBEHHO.
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Tabauua 7 - CpaBHUTEJIbHAS XapaKTepUCTHKA 00JbHBIX rpynnbl XTIJII ¢

HAJIMYHEeM/0TCYTCTBHEM ayTOUMMYHHO# TpoMOoduinu

AyTOMMMYHHBIH XTOJII" 6e3
[Tapametpsl cyorun XTOJII' | ayrouMMyHHOI p
(n=18) TpOMOOGHITHI
(n=59)
MyxuuH, n (%) 8 (44,0) 33 (55,9) 0,426
Bospacr, net 36,4+8,3 48,5+13,6 0,001
UMT, xr/m? 26,7+3,1 28,0+5,5 0,047
JIMMTEIbHOCTh CUMIITOMOB 3a00JICBaHUs Ha 5,8+3,8 5,1+3,0 0,737
MOMEHT BKJIFOUCHUS, JIET
DOYyHKUMOHAJBbHBIN CTATYC
Hucranmus B THIX, m 368,2+134,6 367,7+151,2 0,845
Crenens onpIku 1Mo bopry, 6amibt 3,1+1,8 3,0+2,3 0,678
Yucio 6onbHbIX ¢ |I-111 DK, n (%) 11 (61,0) 32 (54,2) 0,171
JlaGopaTopHo-uHcTpyMeHTA/NIbHbIe npu3Haku IHDKCH
CIUTA, MM pr.CT. 47,0+12,7 47,9+19,7 0,438
NTproBNP, mir/mi 1023 [872;1635] | 940 [806;1300] 0,001
[nomans I, cm? 21,0+6,4 22,0+7,9 0,966
Juametp ¢pudposnoro kosbia TK, cm 3,96 [3,8;5,7] 3,92 [3,8;6,1] 0,786
TAPSE, Mm 20,7+3,2 21,1+2,9 0,605
Tei-index IDK 0,41+0,1 0,40+0,1 0,553
DUk, % 28,945,2 29,8+5,9 0,669
TpomOo¢puanveckuii craryc
Perunusel TTB/TDJIA B anamuese, n (%) 14 (78,0) 20 (33,9) 0,001
Yucno  DamuMeHToB € HACIEICTBEHHOMU 17 (94,0) 24 (40,7) 0,001
TpomOodunueii, n (%)
Yucno manueHToB ¢ >2 monuMopduzMaMu 14 (78,0) 3 (5,08) 0,001
reHoB TpomOodmimu, N (%)
T'omo3uzommuoie popmor mymayuii
FIl, n (%) 9 (50,0) 3(5,08) 0,001
FV, n (%) 10 (55,56) 7 (11,86) 0,001
MTT ®P, n (%) 7 (38,88) 1(1,69) 0,001
PAI-1, n (%) 7 (38,88) 3 (5,08) 0,001
TI'oMoIMCTENH, MKI/II 20,1 [16,8;39,7] | 17,8 [15,9;40,1] 0,113
OueHka He0JIaroNpUsITHOIO UCX01A
Uucno neTampHBIX HUCXOAOB 3a 3 rojna 11 (61,0) 16 (27,1) 0,001
HaOmoaeHus, N (%)
Bpemst oT BKIIOYEHHS B HCCIIEOBAHUE [0 7,1[3,9;10,3] 17,8 [9,8;25,7] 0,014

CMEpTH, MeC
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Bonuanounslit antukoaryisiHt BbisiBiieH y 100% GonbHbix ayToummyHHoM XTOJIT,
9T0 codetanoch B 77,78% cnyyaeB ¢ MyJBTHTCHHBIMH (popMaMu HacIeICTBEHHOU

TpoMOOdITHH.

3a nepuo HabOm0eHUsl OOJIBHBIX B TeueHue 36 Hexenb 3apeructpupoBano 11 u 16
JETAJIbHBIX MCXO0JOB B rpynnax ayrouMmmyHHOW XTOJII' um cpaBHenus. C MHOMOIIBIO
MOCTPOEHHBIX  KpPUBBIX  BbDKMBaeMocTH  Kamnana-Meidiepa y  OOJNBHBIX €
HaJIMYMEM/OTCYTCTBHEM Ay TOMMMYHHBIX HApYIICHHI MOKa3aHO, YTO TOJ0Basi BBKUBAEMOCTh
cocTapisieT B rpynne ayroummyHHoi X TOJII Bcero 67% (95% AN 65-69%), npu 3ToM uepes
3 roma ypoBeHb BBDKHMBaeMocTU Yyxke coctaBuin 39% (95% AW 37-40%). Tonmomas
BbDKHMBaeMocTh B rpynime XTOJII™ 6e3 ayTouMMyHHBIX HapyiieHuid coctaBuia 92% (95% AU
91-93%), a 3-netaas — 73% (95% AN 70-75%). Ilomy4yeHHble HaHHBIE TEMOHCTPUPYIOT
CTAaTHCTUYECKH 3HAUYUMO OoJiee HU3KYIO TOJIOBYIO U 3-JIETHIOIO BBIKMBAEMOCTh OOJIBHBIX C
ayrouMMmyHHBIM cyoTuniom XTDJII™ (p<0,001). Cpeanee 3HaueHHE BpEMEHH 10 HACTYIUICHHUS
JeTanbHOTO Ucxona B rpymnme ayroumMmyHHON XTOJII cocraBumm 7,088 (95% AU: 3,882-
10,293, p<0,05) mecsues, Torna kak B rpynne XTOJII' 6e3 ayTOMMMYHHBIX HAapylIEHUN -

17,78(95% AW: 9,837-25,719, p<0,001) mecsiies.
Pa3paboTka Moae/1d NPOrHO3UPOBAHUSA TeYeHUs ayTOUMMYHHOI XTIJII

Jliis BeIsSIBIEHUS (PaKTOPOB, BIUSIONIMX Ha cTeneHb nporpeccupoanus X TIJII, Obuin
0TOOpaHbI IEPEeMEHHbBIE, UMEIOIIUE CBS3b C PA3BUTHEM JieTaabHOTO ucxoaa rmpu XTIJII mo
JAHHBIM  KOpPPEJSIMMOHHOTO aHanu3a. lIpeackasarenbHas 3HAYUMOCTH  BBIJEJICHHBIX
MIEPEMEHHBIX B pa3BUTHH JeTanbHOTO ncxoaa X TOJIT uccnenoBana myteM MHOTO(aKTOPHOM

JIOTUCTUYECKOW perpeccuu o0paTHBIM MeToZioM Basbaa (tad. 8).

Kpurepuii y° nannoit momenu cocraBun 77% (p=0,009), NpOLEHT HpaBHILHBIX
npeackazanuii ana XTOJIIT 6e3 nerampHOro wmcxoma cocraBuin 69%, mis XTOJID ¢
JeTaNbHBIM ucxoaoM - 59%. Ha ocHoBanuu koadduiineHToB perpeccuu Oblaa pa3padoTaHa
1IKajia JJjisl OIEHKU PUCKa JIETAIBHOTO Ucxoa npu ayTouMMyHHOU X TOJII': roMO3UTOTHBIN
BapuaHT nonumopdusma rera FII — 1,5 Ganna; BomuaHouHbli aHTUKOArYISHT/TIpoduiib adJl
BBICOKOTO pHcka — 4 0asuia; TOMO3UIOTHBIM BapuaHT nonuMopdusma resa FV — 1,5 Ganna;
NTproBNP > 300 nr/mn — 1 6amr; TAPSE < 20 MM — 2 6anna; nuametp GuOpo3HOTO KOJbIIa
TK > 40 mMm — 3 Gama.
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Ta6muma 8 - Perpeccuonnast Mojiesib mporao3upoBanus Teuenus X TIJIT

Monens HecrannaptuzoBannbie | CTaHIapTU30BaHHBIC t p
KO3 (DULIUEHTHI KO3 (DULIUEHTHI
b Cr. Omoka bera
I'oMO3UTOTHBIN BapHUaHT 1.75 0,64 0,44 2,08 0,046
nosmmopdusma resa Fll
Bosyanounsii
AHTUKOATYJISIHT/
Mpoduis a®Jl 4,18 1,24 0,76 3,59 0,014
BBICOKOT'O PUCKa
['om03HUrOTHBIN BapuaHT 246 114 0,64 3.25 0,023
nonumopdusma rena FV
NTproBNP>300 nr/mn 1,03 0,610 0,59 2,09 0,045
TAPSE <20 MM 1,98 0,840 0,58 2,34 0,026
ﬁﬁaMeTp PKTK>40 3,26 1,24 0,44 1,99 | 0,049
Koncranra 4,62 18,02 2,36 0,025

Hamu Obur omeHeH mokaszatenb twioniaau non kpuBoi (AUC) manHO# Momenw,
coctaBuBIuii 0,792, 4TO MO3BOJIAET PacIlCHUBATh €€ KaueCcTBO Kak xopoiiee. Ha ocHoBaHuu
M3Y4YEHHs] KOOPAMHAT KpPUBOM OIpPEAENEHO IOPOroBOE 3HAUEHHE IIKANbl, KOTOPOE
aCCOILIMUPOBANIOCH C JIETATbHBIM HCXOJOM U COOTBETCTBOBaJIO 5,5 Oamnam. Ilomydennoe
3HaueHue KoppenupoBano c jeTtanbHbM ucxoaoM XTOIJII (r=0,723, p<0,001). B rpynme
ayroummyHHoi XTOJII' nons mauueHToB ¢ >5,5 0amioB no pa3paOOTaHHOM HaMHU ILIKalie
obu1a nmoctoBepHo Beime (15 (83,33%) mporuB 17 (28,81%), OP 3,2(95%/11:1,9-4,3,
p<0,001). Pa3paboTranHas mkaja Mo3BoJsIeT CBOCBPEMEHHO BBISBIISITH MAIlHEHTOB BHICOKOTO

pHUCKa JIeTallbHOTO UcxoAa B rpynne ayroummyHHo XTOJIT .

TakuMm 00pa3om, onMcaHHBIN HaMu ayTOUMMYHHBIH cyOoTHn X TOJII xapakrepusyercs
pemmauBupytonumu - TTB/TOJIA  (78%) B aHamHe3e TMpU HECTPOBOIMPOBAHHOCTH
TpomMboTHUECcKOro cocTosiHUS (89%)), mpoduiiem adJI BEICOKOTO pUCKa B COYETAaHUU JIBYX U
6onee monmumopdusmoB reHoB (77%) wHacnenctBeHHOW TpomOodumuu. Hammuume
romo3urotHeix mytanuit Fll, FV u BAK, yposens NTproBNP umeroT npsmyro 3HaunMYyo
3aBucuMoctb ¢ ypoBHeM CJUJIA, moxarBepxpaast MX MNPEAUKTUBHOE 3HAYEHUE IUIOXOIO

IPOTHO3A.
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Coznanue peructpa XTIJII' na 6aze MHOronpogujibHOH 00JIbHUIBI

B peructp 6onpabix XTOJII" Ha 6a3e 'Kb Nel um. H.W. [Tuporosa 3a nepuoxa 2018-

2020 rr. BriroueHo 56 uenonek (32 (57,1%) myxxuunsl u 24 (42,9%) KeHIIUHBL, CP. BO3PACT

59,1+13,0 ner). BombIIMHCTBO MAIMEHTOB WMENM BhIcIIee oOpa3oBanue (69,6%) u ObLTH

xKeHaTbl/3amyxeM (69,6%).

Cpenu oOcnenoBanHbiX OonbHBIX 22 (39,3%) yenoBeka MMENH pPEeUUIUBUPYIOIIEE

teuenne TT'B/TDJIA, 4 (7,1%) yenoBeka mmenu oHKko3aboaeBanue B aHamHuese. Y 10 (17,9%)

IMaOUCHTOB NOKYMCHTAJIBHO ITOATBCPKIACHHAA TOJIA B anamHe3e BbIsIBIICHA O€3 IICPBUIHOTO

HCTOYHHKA TpOM6033. HCCMOTpH Ha U3MCHHUBIIYIOCA B HACTOAIICC BPCMA TAKTHKY BCICHUS

6o1bHBIX ¢ TI'B, B Hamiei BeiOopke 25% OONBbHBIX UMENIN YCTAHOBJIEHHBIN KaBa-(QuiIbTp.

Tabnuma 9 - OcHoBHBIEC AeMOTpadUIECKHE U TEMOIMHAMUYECKHIE TapaMeTPhI B

Peructpe XTOJIT"

Jemorpaduueckue naHHble U QyHKIIMOHATBHBIE
napameTpsl (1=56)

I'eMoauHamMudeckue mapaMcETpbl

(m=37)

Bospact, roast

59,1+13,0

CIJIA, mm pr.cT.

54,69+14,5

ITom:
Myxunnst, N (%)

32 (57,1%)

JJJIA, MM pT.cCT.

21,345,6

Kenmunsr, n (%) 24 (42,9%)
JmuTensHOCTh TIeproa OT 2,2 JUIAcp., MM pT.cT. 32,26+6,7
ne0r0Ta CUMIITOMOB, TOJIbI [1,01;3,60]
JmarensHOCTs XTOJIT € 9,8
MOMEHTA YCTaHOBIICHHSI [6,50; 23,1] JICC, nun/cex/cm™® 1308,0+762,5
JINarHo3a, Mec
®K (BO3), n (%)
I 17 (30,4%) J3JIA, MM pT.CT. 6,9+3,5
Il 19 (33,9%)
v 8 (14,3%)
Hucrannus B TIIX, m 316,8+129,1 OIIIcp. MM pT.CT. 8,7+3,3
Crenens onpimku 1o bopry, 4,7+2,1 CH, n/mMuH, M 2,5+0,6
OauTel
HHnekc Maccel Tela, KI/M 27,6+6,4 Sv02, % 83,1+12,8

Juarno3 XTOJII" 611 MOATBEPkKACH C TOMOIIBI0 AHAMHECTHUECKUX JaHHBIX TOJIA,

noareepxkaeHHoit MCKT nerkux ¢ B/B KOHTpaCTUPOBAHUEM JIETOUYHBIX apTEepUid, TaHHBIMU
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OxoKI', nemoHcTpupyromumu BbICOKYI0 BepoaTtHocTh JII, u  KIIOC. OcHoBHBIE
reMOJMHAMUYECCKHUE U JeMorpapuiecKue JaHHbIE MAIMEHTOB, BKIIOYEHHBIX B Peructp,
npeactasieHsl B Taomuie 9. Cpennee JIJIA mo KITOC cocransno 32,26+7,31 MM prt. CT.,
J3JIA - 6,9+3,5 MM pT. CT., YTO MOATBEPXKIAIO HAIWYHE MpeKammwuisipaoi ¢hopmer JIIM y

HaIMuX OOJIbHBIX.

BonbIIMHCTBO MallMEHTOB MMENU MPOJOJKUTENbHBIN aHaMHe3 cuMnToMOoB XTOJIT
(2,2 [1,01; 3,60] neT), ogHAKO KOPOTKHM aHAMHE3 IOCIIE€ YCTaHOBIEHUS auarrosza X TOJIT

(9,8 [6,50; 23,1] mec.).

['omo3urotHselil BapuanT myTtaiuu B rene MTI'®P BroisBiien y 8 (14,28%) 60nbHBIX,
TOTJa Kak reTepo3uroTHeiil Bapuant - y 21 (37,5%). ['unepromonucTenHEMUs BBISIBICHA Y
26 (46,4%) OonpHbIX. YacroTa BcTpeuaeMocTu mnoinumopdusmoB B rene PAIl-lI B
TOMO3UTOTHOM BapuaHTe coctaBmia 3(5,4%) ciayuasi, B reTepO3UroTHOM BapuaHte — B 14
(25%) cnyuaeB. ['omo3uroTHslii Bapuant noiaumopdusma B rene FV u Fll BoisiBnen B 10
(17,9%) u 5 (8,9%) ciyuaes, a retepo3urotusiii —B 9 (16,1%) u 15 (26,8%) cooTBETCTBEHHO.
BrisiBnenne BAK nponeMoHCTpUpOBaIO BBICOKYIO PacHpOCTPAHEHHOCTh ayTOMMMYHHOU
tpomOodumnu cpenu 6onbHbIXx XTIJIL, coctasmiss 18 (32,1%) ciydaes. B 10 cinyuasx sto
Ob110 n30oupoBaHHoe noseiieHue BAK, a B 8 (14,3%) — B coueTaHuu ¢ BHICOKUMU TUTPaMU
AKJI n antu-p2I'TI-1. Aepunut anturpomOuna I, mporenna C u nporenHa S BbIABIISICS B

10 (17,9%), 13 (23,2%) u 6 (10,7%) caydasix COOTBETCTBEHHO.

Bce nmanueHTsl HaXOUIUCh Ha TOCTOSTHHOM aHTUKOATYJITHTHOM Tepanuu, HapyleHU
B UX IMpUEME HE 3aperucTpupoBaHO. BaxkHO OTMETUTH, uTO TapreTHyro tepanuto XTIJIT
nonyyanu 32 (57,1%) nmauumeHTta, HECMOTPs. HAa KOPOTKUN NEPHOJ MOCJE YCTAaHOBJIEHUS
muarHo3a XTOJII'. DTo oTpakaeT U3MEHEHHUE MO3UIMHU 31PAaBOOXPAHEHUSI B HAIPABICHUU
BBIPAOOTKHM TAKTUKU HA PaHHEE ONTUMAIILHOE JICYEHHUE THKEIBIX 3a0oneBanuit, kak X TOJII .
[Ipu stoMm, k coxanenuto, auiib 6 (10,7%) manueHTOB mMody4yain KOMOWHHUPOBAHHYIO
TEpanuio MpH 3HAYMMO Oombiuel morpedHoctn OonbHbIX ¢ yderom u OK JII', u pucka
HeOJIaronpusATHOTO Hucxoja. Jleroynas sHAAPTEPIKTOMHS BBHINOJHEHA y 5 MAIMEHTOB,
O6amtonHas anruoractuka - y 4. YV 21 (37,5%) mnaumenta XTOJII' npusnana
HeornepabenbHoil, 9 (16,07%) manueHTOB OTKa3aJUCh OT BO3MOXXKHOCTH XUPYPTHYECKOTO

JieyeHud 3a00IeBaHUA.
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3a Bpemst HaOmoneHust 3apeructpupoBano 17 (30,4%) nerambHBIX HCXOJIOB.
OcHoBHbIMU nipuunHaMu cMepTu ctana aexkommencarus [DKCH (10 (58,82%) ciyuaeB) u
@I, ocnoxuusmasics nuapapkrom mosra (4 (23,53%) cinyuaes), a Taxke peuunus TOJIA (3

(17,65%) ciyqaes).

Hamu moka3aHo, 4TO Ha MOMEHT BKJIKOYEHUs B peructp 48,2% NanueHTOB WMENn
[1/IV ®K XTOJII'. YpoBeHb JIETATBHOCTH Ja)kKe IPU CPOKE HAOIIOJCHUS B TCUCHHE 2 JICT
coctaBui 30,4% HeCMOTpsl Ha JOCTATOYHO BBHICOKUH ypOBEHb 00ECIIEUEHHOCTHU TapreTHOMN

tepanueit JII' (57,1%).

3AK/IIOYEHHUE

Hame nccnenoBanue nmo3sosnio npociaeauTs somtonnto PIIC paznuynoil TskxecTH B
paMKax 7-JIETHETO MPOCHEKTUBHOIO MCCIEJAOBAaHUS M OIKCAaTh COBPEMEHHYIO MOJEIb
nporpeccupoBaHus 3aboneBaHus. Hamu mokasaHo, 4TO MCXOABI TSKEJIOTO M YMEPEHHOIO
PIIC mano otinnvaroTcs OT Jierkoro. OTHOCUTENbHBIN PUCK JIETAIBHBIX UCXOJI0B IIPH JIETKOM
PIIC cocraBnser uepe3 1 ron Habmonenus 3,2, © pe3KO Bo3pacTaeT B 7 pa3 uepes S5 JeT,
cocrapisia 21,3, u uepes 7 ner - 26,2. Takum 00pa3om, BBISBICHO, YTO HEOIArOMpHUsATHBIC
UCXOJbI MOTYT OBITH MpHU JII0OOM BapUaHTE IMOPOKA CEpPIlla, MO3ITOMY TaKTHKa BEIECHUS
00JIBHOTO A0KHA OBITh YHU(UIIUPOBAHHOM U 3aBUCETH HE TOJIBKO OT TSKECTH, HO U OT yUeTa
pEeBMaTUYECKOro reHes3a 3a0oseBaHus. AHAIN3 TSKECTH MOPOKOB B COBPEMEHHOM KOropTe
60abpHBIX PTIC no3Bonui o6o3naunth TP B kauecTBe (hakTopa HEGIArONPUATHOTO IPOTHO3A,
TSKECTh KOTOPOM KOppEIHpOBaJla € YBEIMYEHHEM KYMYJSITUBHOIO PHUCKA JIETAIBHOIO

HUCXO0/1a.

Hamwu BriepBhIe H3ydeH nmapaMeTp auameTpa GuOpO3HOTO KOJbIla TPHKYCIHIATEHOTO
knamana npu PIICJIT u XTOJII' B cpaBHUTENBHOM acEeKTe U TMHAMUYECKOM HaOJIOICHUH.
Hamu nokaszana BO3MOKHOCTh MCIOJIb30BaHUs JaHHOTO DXxoKI -nokasarens (nquametp > 4
CM) B KayecTBE€ JOCTYIHOIO0 MapKepa CKpUHUHIA MporpeccupoBaHusi BTopuuHod TP u

BBIPAOOTKU TAKTHKH BEJICHUS OONBHOTO B YKa3aHHBIX IPYMIax OOJbHBIX.

Ha ocHOBaHMM HM3y4EeHHBIX KIMHUYECKHX ocoOeHHocTed BTopuuHOW TP, DxoKI'-
MapKepoB JTUCOYHKIIMM TPaBBIX OTIENOB Cepilla, HaMH pa3padoTaH alroOpUT™M
muddepeHIMalIbHOrO TUarHo3a npe- u nocrkanwuisipHoi JIIT u anropuTma momaroBoro
NPUHATHUS PELICHUS NPU NpoBeaeHuH AuddepeHInansHOro [uarno3a Ha 3Tane nepBUYHOTO

aHayiM3a KIMHU4Yeckoi kapTuhbl y OonbHoro JII'. MudpopmatuBabiMu DxoKI -npusHakamu
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nipu JIT', accoumupoBannoii ¢ PIIC B HaleM uccieioBaHuu ctaiu: yBeandeHHbId pazmep [DK
Mo JUIMHHOM ocu B cucroiy, cHkeHue uHaekca KCOmx u OUIlmpk mpu MOBHIIIEHHOM
nasnenuu B JIIT (E/E">15), yBennuenue mnomanu 111 u camkenune TAPSE (p<0,001); a mpu
XTOJIT: yBennuenne uKIPmxk, cootnomenus KAImx/KAIlmk, ymenbmenne OUllmx u
yBenudeHue Tei-index mpu HopmanbHOM nasienuu B JIIT (E/E’<7), koTopsie neriu B OCHOBY

AAHHOT'O aJiIroOpruT™MaA.

PesynbraTel Hamield paOOThl TOKAa3bIBAIOT BBICOKYIO JIOJNIO TAIMEHTOB C
HacneacTBeHHOU (39%) m ayroummyHHOl TpomOodumueit (37,7%) B rpynne XTOJII.

BrisiBnien 3Haunmblii ipotieHT npoduiis adJI Beicokoro pucka (B 23,4%).

N3yuenne BHyTpUTpyNIOBbIX ocoOeHHocter XTOJIIT cpeau oOciaegoBaHHBIX
OO0JIBHBIX TIO3BOJIUJIO OMUCATh HOBBIN ayTouMMyHHBIN cyoTun XTIJII'. Ocoboe BHUMaHUE B
Hamied paboTe NpUBJICYCHO K pa3pabOTaHHOM HaMH U BIEpPBBIE MPUMEHEHHOW Ha
COOCTBEHHOM KJIMHHYECKOM MaTepHalie OpUTHMHAIBHON IIKale JUis OICHKH pHCKa

JIETAJIbHOTO UCXOa Mpu ayTouMMyHHOM cyotune XTIJIT .

Hamu co3man peructp O6onpHbix XTOJII, mo3BoNsAOIIMNA peliaTh Hay4YHbIE H
MPaKTUYECKUE 3aJaud MO MPOTPECCHPOBAHUIO M KIMHUYECKHX MCXOJaX 3a00JIeBaHUA,
OLICHKE OOECIEYEHHOCTH TAapreTHOW Tepanueil W COOTBETCTBHE HA3HAYAEMOM Tepamuu

JEUCTBYIOIUM POCCUUCKUM PEKOMEHIALUSIM TI0 BeAeHUI0 00bHBIX JII'.

TakuM 00pa3oM, TJIaBHBIM PE3yJIbTATOM HACTOSIIECH pabOThl SBHJIACH KOMILIEKCHAS
OlIEHKa OCOOeHHOCTeH pa3iauuHbiXx BapuaHToB JII' ¢ M3yueHMeM JOUHAMUKHU KIMHHUKO-
(GYHKIIMOHAJIBHOT0, TEMOIMHAMUYECKOI0, HIMMYHHOT€HETHUECKOTO0 cTaTyca y 601bHbIX PIIC

nu XTOJIT.
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BbIBO/IbI
Crpykrypa PIIC Ha coBpeMeHHOM »JTamne MpeAcTaBieHa KOMOMHUPOBAHHBIMU
MUTpadbHO-aopTalbHBIMU  (50,5%), coderaHHbIMH MuUTpanbHbIMU  (24,8%) wu
KOMOMHUPOBAaHHBIMU MUTPAIbHO-A0PTAJIbHO-TPUKY CITUJAIbHBIMU (16,7%)
OPOKaMH, OCTIOKHEHHBIMH B 58% cilyyasix JTero4yHON rUnepTeH3ue.
Onenka nporpeccupoBanus PIIC nmo3Bonuia yToUHUTh BBIXKUBAEMOCTh MALUEHTOB C
Pa3IUYHON UCXOIHOM TsKecThIo nmopoka (73,8%, 74,6% u 53% cOOTBETCTBEHHO NpHU
JIETKOM, YMEPEHHOM M TSIKETIOM MOPOKaXx).
BrisiBnenst Hambosiee WHGOpPMATUBHBIE MPU3HAKH CTPYKTYPHO-(YHKIIMOHAIBHBIX
U3MeHeHuH npaBbix otaenoB cepana: 1) yenuuenue KJIP u KCP, ®Ullmxk (p<0,01),
wiom@aan TnpaBoro mpexacepauss u cHmwkenne TAPSE (p<0,001) npm JIT,
acconuupoBanHoir ¢ PIIC; 2) cumwxkenue TAPSE, yBennueHue COOTHOIIEHUS
KIPmx/KIAPik, a Takke auameTpa Kojblla TpukycnuganbHoro kiamana u OUITmx
pu XTOJIT.
ITo nanubIM cpaBHUTENBHOTO 3-n1eTHET0 N3yuyeHus PIIC, ocnoxuenubix JII', u XTOJII
BBISIBIICHBI JIOCTOBEPHBIE Pa3Inyus: MY>KCKOHM Ioja yamie accouuupyercs ¢ XTOJIT
(p<0,001), II-IV ®K XCH wame peructpupoBaics B rpynmne PIICIT (p<0,001),
YPOBEHB JIETAIBHOCTH ObLT 10cTOBEpHO BhIMIe pu X TIJIT (p<0,001).
TpuxkycnuaanbHas peryprutauus JOCTOBEpHO uaille BbisiBisieTca npu XTIJIT, yem
npu PIICJII, yBenuueHwe 1uiomaan mnpaBoro mnpexacepaus - pexe npu JII,
accoruupoBanHoi ¢ PIIC (p<0,05), Torma kak Tei-index mpaBoro jxeiayaouka ObLI
CHWDKEH U comocTaBuM B 00eux rpymnmax JII' (p>0,05).
HocurenscTBo monumopduzmoB renoB nporpomouna (G20210A), daxropa V Leiden,
BBICOKHX TUTPOB aHTHTEN K ¢ocomunuaaMm, yBEIHMUEHHUE YPOBHS TOMOILMCTEHHA
noBbImatoT puck paszputus XTIJII' B 2 paza (p=0,005). OcobeHHOCTIMU TEUEHUS
XTOJII' saBnsitoTca mpsiMasi KoppessiiuoHHast 3aBucuMocth ypoBHA CIJIA u
NTproBNP, a takxke miomanu GuOpo3HOro Kojblia TPUKYCIHIAJIBLHOTO KJlanaHa ¢
TSOKECThIO TpuKycnuaanbHol peryprutanuu (p<0,001). B rpynne XTOJII' yactoTta
JeTalbHBIX HCXO0A0B coctaBmwia 35% u koppenupoBana ¢ ypoBHeM NTproBNP
(p<0,05).
Omnwucan HOBBI ayTouMMyHHBIH cyOTHn XTOJII', accomMUpOBaHHBIN C «TSKEIOM

TpoMmOodunueit», monst kortoporo coctaBisieT 23,4%. OCHOBHBIMH MapKepamu
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cyOTuna ABIAIOTCS  penuauBupytomue TpomOo3bl (78%) mnpu  curyanuu
HECIPOBOIMPOBAHHOTO TPOMOOTHUUYECKOTO COCTOSAHUS Y 89% OOJIbHBIX; MOBBIIICHUE
TUTpa aHTU(OCHONUMHUIHBIX aHTUTEN U BOTYAaHOUYHOro aHTukoaryisHrta (100%) B
COUETAaHMM C HOCHUTEIILCTBOM JBYX U Ooisiee mnoaumopdusmMoB TeHOB (77%),
accoIMupoBaHHBIX ¢ TpoMbodumusamu (p<0,001).

Pazpaborana TtepameBTuueckas Taktuka npu  XTOJI[, ocHoBanHas  Ha
i depeHIMaIbHBIX NpHU3HAKax IMpe- W noctkanuuigpHoil JII'. BelsBnenHas
KOMOMHHPOBaHHAsl BPOKJIEeHHAs! TpPOMOO(DUIIUS B COUETAHUH C MTOBBIIICHUEM aHTUTE
K pochonunuaam npu ayroummyHHoM cyoturie X TOJII" onpenenser HeoOX0AUMOCTh
OeccpoUuHOil aHTUKOATYJIALIHH.

Coznan peructp 60apHbIX XTOJII" Ha 6a3e 'KBbNel um. H.U. ITuporosa B pamkax
MexaucuIuinHapaoro B3auMmogeinctsus PHUMY um H.U. Iluporoa. Tsoxenas
crenedb XTOJII' BeisiBieHa y 30% mamueHtoB, cpean KoTopeix y  37,5%
TUAarHOCTHUPOBaHA HeomepabenpHas ¢opma, nOpu 3ToM jaoctymHocTh JIAT -

cneruduyeckoit Tepanuu cocrapuia 46%.

HNPAKTUYECKHUE PEKOMEH/JAILIUN
Ha coBpemennom stamne cpeau PIIC B 75% BoIsBIIsIOTCS KOMOUHUpOBaHHBIE U B 25%
- coueTaHHbIe Opoku cepaua. JII' ocnoxkuser Teuenue y 58% 6onpubix PIIC. B T xe
Bpemsi runepauarHoctuka PIIC  coctaBimser 29%. IlonydeHHble JdaHHBIE
00OCHOBBIBAIOT HEOOXOJIMMOCTh MpUMEHEHUs coBpeMeHHbIX KpurepueB PIIC,
npeanoxxeHHbix Becemupnoit denepanueit Cepaua.
Ouenka nporpeccupoBanus PIIC mokazana, 4to ypoBeHb 7-J€THEH BBIKHMBAEMOCTH
00JbHBIX cocTaBuI 68%. ITOT (haKT AOKa3bIBAET HEOOXOAUMOCTD YIIYUIlICHUs 3HaHUN
npoonemsl  PIIC  Bpauamu-uUHTEpHHUCTAaMHM U OKa3aHUA  CBOEBPEMEHHOMU
XUPYPIHYECKON TOMOIIU OOJIbHBIM.
Takue ¢akrops! HeOnaronpusTaoro nporuosa npu PIICJIT u XTOJIT, kak auamerp
KOJIblla TpUKycHHAalbHOrOo Kiamana, [APSE, TskecTs TpukycnumaabHOU
peryprutaiuu, cootHomenne KJOmx/KJAOmkx u moBeimenne NTproBNP cremyer
MCTIOJIB30BATh JJIs1 OBICTPON CKpUHUHTOBON onleHKH (yHKiuu [1K u remonunamuku
MaJIOr0 KpyTa NpH pa3nuyHbix Bapuantax JII'.
Bricokas vacrota accoumanuu XTOJII' ¢ HacneACTBEHHBIMH M ayTOMMMYHHBIMU

HapymiCHUAMHW IéMocCTa3a IIO3BOJACT PEKOMCHAOBATH IIPOBCIACHUC  aHAJIM3a
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nonumopdusmoB reHoB Il m V (dakTopoB cBepThIBaroleil cucTeMbl KpPOBU U
MOHHUTOPHHIA YPOBHSI aHTUTEN K (ocoaunuaaM, BOIYaHOUHOI'O AHTHUKOATYJISIHTA,
TOMOLIMCTENHA JJI1 UHIUBUAYAJIM3UPOBAHHOTO NTOIX0/1A K TEPAIUu.

5. Hannuwne y 6onpHoro XTOJII' HecmpoBOIMPOBAHHBIX PELUAUBUPYIOIIUX TPOMOO30B
B aHaMHe3e, acCOUMUpOoBaHHBIX ¢ HamnuueM BAK, antudocoaunuaHbix aHTUTEN,
IBYX U OoJyiee MOJIUMOP(PU3MOB I'€HOB TPOMOO(DUINH, SBISIOTCS OCHOBAaHHEM IS
JUArHOCTUKU ayTouMMyHHoro cyotuna XTOJII, xapakrepu3yromerocs BBICOKUM
YPOBHEM JIETAJIbHOCTH.

6. Pa3pabGoTanHas HaMU IIKaia OIEHKH PUCKa JIETATFHOTO MUCX0/a TP ayTOUMMYHHOM
cyorunme XTOJII', Bxmrowaromas 6 mapaMeTpoB (TOMO3UTOTHBIH — BapHaHT
nonumopdusma rena FII — 1,5 Ganna; BomuaHouHbIN aHTHKOATYISHT/Ipoduie adJl
BBICOKOTO pUCKa — 4 0ajuia; TOMO3UTOTHBIN BapuaHT noauMopdusma rena FV — 1,5
6amna; NTproBNP > 300 nr/mn — 1 6amr; TAPSE < 20 mm — 2 Ganna; auamerp
¢udposnoro koipna TK > 40 MM — 3 Oania) maet BO3MOXKHOCTh TIPU 3HAYCHUH >5,5
0ayI0B MACHTU(PHUIIUPOBATH TPYMITY BHICOKOTO PHCKA OOJIBHBIX C HEOJIArOnpHUsTHBIM
MIPOTHO30M JIJ1s1 MOAU(UKAIIUN TEPATTUH.

7. Cozman peructp OompHbIx XTOJII' Ha Gaze MHOrompodUIBHONW KIWHUKUA TpU
MexkadenpanbHoMm B3aumoneiicteuun PHUMY wum. H.UM. IluporoBa, koTopbIit
MO3BOJISIET PEIaTh BaXKHbIC IPAKTUUECKHE 3a/1a4U 110 aHATIU3Y TSHKECTH 3a00JIeBaHMUS,
€ro MCXO0/I0B, KaYECTBY OKa3bIBAEMON MEAMIIMHCKON momoly, ee 3p(HEeKTUBHOCTU U

0€30IacHOCTH.

CIIMCOK PABOT, OITIYBJIMKOBAHHBIX I1IO TEME JUCCEPTALIMA
Cmambu, o0onyonuKo6anHvle 6 OMEUECMEEHHLIX JCYPDHANAX U  U30AHUAX,
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CHHUCOK COKPAIIIEHUN

AJl — apTepuanbHOE JaBJICHUE

AK — aopTanbHbIii Ki1anan

AKJI — aHTUKapAMOIUIIMHOBBIE aHTUTEIIA
AIIl" - anrnonyabMoHOTpadus

adJI — anTuTena x pochonunuiam

A®DC — anTUdOCHOTUTTUIHBIN CHHAPOM
BAK — Bo/lYaHOYHBIN aHTUKOATYJISIHT

cpl' IuTK — cpegnuii rpagueHT JaBJICHUS Ha
TPUKYCINATbHOM KJlalaHe

MI'ZIcTK — MakcuManbHbBINA CUCTOINYECKUI
IpaJueHT Ha TPUKYCIINJAIBHOM KJlallaHe
AW — noBepuTenbHbIA HHTEPBAI

JUUIA — naBieHue B JErOYHOM apTepUH
uKJIO — uHaekc KOHEUYHO-TUACTOINYECKOTO
o0bema

nKCP — HHACKC KOHCYHO-CUCTOJIMYCCKOI'O pasMepa

K/IP — KOHEYHO-AMaCTONINYECKUI pa3Mep
KMAII — koMOMHUPOBAaHHBIN MUTPAJIbHO-
a0pTaJIbHBIN TOPOK cepALa

KMATII - koMOMHUPOBAaHHBIN MUTPaJIbHO-
A0pTaJIbHO-TPUKYCIUAATIBHBIA TOPOK
KMTTII — KoMOMHUPOBaHHBI MUTPAIBLHO-
TPUKYCIHIAIbHBIN IIOPOK CEpALIA

KIIOC — karetepu3aius mpaBbIx OT/EJIOB Cep/ilia

KT-AIIl" — KT-auruomnynsMoHorpagus

JIA — nerounas aprepus

JIAT" — nerouHas apTepuaibHas TUIEPTEH3US
JII" — neroynas runepTeH3us

JDX — neBbIl xKemy0uek

JIIT — neBoe nmpeacepaue

JICC — nerounoe cocyaucToe COpOTUBIEHUE
MK — MuTpanbHbIi Kianan

B2I'TI-1 — 6era2-rnukonporeuH 1

IDX — mpaBslii xKery 104eK

[IDKCH — npaBoxeny10ukoBasi cepieuHas
HEJ0CTaTOYHOCTh

[T — mpaBoe npencepane

I[19C — mocTaoMO0IMUecKuii CHHAPOM
PBC — peBmaTtnueckas 6oye3Hb cepaua
PIIC — peBmaTtnueckue mopoku cepAaia
xPIIC — PIIC nocne xupyprudaeckoro
JI€4YEHUs

PIICJIT - peBMaTrueckue NOpOKH CepAlia,
OCJIO’KHEHHbBIE JIETOYHOM TUIlepTeH3UeH
CIJIA — cucTonmyeckoe JaBJICHUE B
JIETOYHOU apTepuu

CMII — coueTaHHBI MUTPATIBHBIN TOPOK
cepaua

cplJIA — cpennee naBiaeHue B JIErOYHOM
apTepuu

TK — TpukycnuaaibHbIi KilanaH

TP — TpukycnuganbHast perypruTamus
BTP — BTopuunas TP

TOJIA — TpoM603MO0ITHS JIETOUHBIX
aprepui

®K — pyHKIIMOHAIBHBIN Ki1acc

OUIImx - ppakmoHHOE U3MEHEHUE
romaau [1DK

@I1 — pubpumsAIHs peacepanii

XPBC — xpoHuueckasi peBMaTH4ecKas
00JIe3Hb cep/ra

XCH — xpoHHueckas cepieqHas
HEZ0CTaTOYHOCTh

XTOJII' — xpoHnyeckas
TpoMOOIMOOINYECKast JIETOUHAs
TUIEepTEH3Us

YCC — yacToTa cepJe4HbIX COKpaIeHUI
NTproBNP — N-konmeBoi
IIPEILUIECTBEHHUK MO3TOBOTO
HaTpUHYyPETUYECKOTO MENTUAA

TAPSE — cuctonuueckast 3KkcKypeus
mockocTH kosbna TK

FV —¢akrop cBepThiBanus kpoBu V

FIl — daxtop cBepTriBanus kposu ||



